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MNEPEJOBAS

ITapaxoBupycHblie HH(peKIUH y AeTeli: COBpeMeHHbIEe MPeaCTABIEHUS

A.M. Cabumosa, B.A. Anoxun, C.B. Xaauysnuna, I'.P. @amkyanuna, A.D. Eedokumosa
Preo0y BO «KasaHckuii rocynapCTBEHHbI MeANUMHCKWIA yHUBepceuTeT» Munagpasa Poccuu, KasaHb, Poccus
Human parechovirus infections in children: modern concepts

A.M. Sabitova, V.A. Anokhin, S.V. Khaliullina, G.R. Fatkullina, A.E. Evdokimova

Kazan State Medical University, Kazan, Russia

B craTbe 1aH 0030p COBpeMEHHBIX NMPEACTABJICHHUIT 0 MAPIXOBUPYCHOIT nHGekuun y aeteii. [TapaxoBupychl ceroauss — yacrasi npu-
YuHAa MH(EKIMOHHBIX 3200JeBaHHil B JeTCTBE, KIMHUYECKH MPOSIBJAIOMIAACA OCTPbIM IACTPOIHTEPUTOM, MATOJIOTHEl BepXHUX
ZIBIXaTeIbHbIX MyTeil, JINX0PAIKOIi, ChINbI0. TsKenbie (hOPMBI ¢ MOPAKEHNEM HEHTPAJIbHOI HEPBHOW CHCTEMbI I PA3BUTHEM Cell-
crca BO3MOXKHBI Y HOBOPOXKIEHHbBIX M IPYIHBIX JeTeil U CBA3aHbI MPEMMYLIECTBEHHO ¢ 3-M THIOM napaxoBoBupyca A. Mndekuus
nepeaaeTcs NPeuMyIecTBEHHO (heKaIbHO-0PAIbHBIM M KaneIbHbIM MyTssMu. OCHOBHO# MeTO/1 AMATHOCTUKY MH(EKIMn — o0Hapy-
xkenne PHK-Bupyca meTonom mosmmvepasHoii eNMHOI peaKnyu B peajbHOM BPeMEHH B CIMHHOMO3TOBOIi KIIKOCTH, KPOBH U KaJle.
JleyeHne nap3xXoBUPYCHOI HH(EKIMH MOKA He Pa3padoOTaHo.

Karouesvie caoea: demu, napsxosupycol, uHpexyus, H080poxscoeHHble, HEOHAMANbHbIL CeNcuc.

Ansa umtupoBarHus: Cabutosa A.M., AHoxuH B.A., XanuynnuHa C.B., ®atkynnvHa I.P., EBgokumoBa A.3. [apaxoBupycHble nHpekumn y ne-
Teli: coBpeMeHHble rnpeacTasneHus. Poc BectH nepuHaron u neavarp 2023; 68:(5): 5-10. DOI: 10.21508/1027-4065-2023-68-5-5-10

This article is a review of modern ideas about human parechovirus infection in children. At this time human parechoviruses are
a common cause of infectious diseases in childhood with clinical presentation of acute gastroenteritis, upper respiratory tract
pathology, fever, and rash. Severe forms damaging the central nervous system or the development of sepsis are possible in newborns
and infants and are almost exclusively associated with parechovirus A type 3 (HPeV-A3). The infection is transmitted mainly via food
and droplet routes. The main method of infection diagnosis is the detection of viral RNA by real-time PCR in cerebrospinal fluid,

blood, and feces. No treatment for the parechovirus infection has been developed so far.

Key words: children, parechoviruses, infection, newborns, neonatal sepsis.
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HH(beKLIVIOHHHC 0OJIe3HN — TOCTOSTHHBIE CITyT-
HUKM 4YeJIoBeueCcTBa Ha TIPOTSKEHUM BCEW €ro
WCTOPUM, KOTOpbIE TIO-TIPEXKHEMY OCTAlOTCSI OJIHOM
U3 OCHOBHBIX TpoOJeM 3apaBooxpaHeHus. [lanaemust
KOPOHABUPYCHON WHMEKIIMK € OYEBUIHOCTHIO TIOM-
TBEpAWJIA, YTO Mbl BCTYIWJIM B 3Py BUPYCHBIX UH(EK-
11ii. DTO BO MHOTOM M3MEHWJIO KaK TUarHOCTUYECKHUE
MOJXO/IbI, TAK U Teparuio 3a0oyieBIInX aeteit. B HacTo-
siiee BpeMsi BUPYChbl — camMasi 0oJibliiasi OuoJjioruyeckast
TTOMYJISILIVST, M KaKIBIN TOM OTKPBIBAIOTCS BCE HOBBIE €€
MpeICTaBUTENN.
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IMapaxoBupycet (HPeV —  Human parechovirus)
MOXHO C TIOJTHBIM OCHOBaHWEM OTHECTH UMEHHO K TaKOM
KaTeTopuu BO30yIuTeNNei MH(MEKIIMOHHBIX 3a00IeBaHMIA.
OTa TpyImna BUPYCOB, MOPAXKAIINX JIIOAEH caMbIX pa3-
HBIX BO3PACTOB, ONMKMCaHa CPaBHUTETHLHO HegaBHO. Cepo-
JIOTUYECKUE WCCIIEOBaHUSI BO B3POCJION TTOMYJISLINA
reorpauyecK pa3HbIX PerMOHOB TMOKa3aJIu, YTO Cepo-
MO3UTUBHOCTD K TIap3XOBUpPyCaM YIUBUTEIBHO BBICOKA
u cocrapsier 10 60—100% [1]. HecMoTpst Ha UMeEIOIIM-
ecsl B HacTosilee BpeMsl 1aHHble o criocooHoctu HPeV
BBI3BIBATH TSIKENbIE 3a00JIeBaHMS, OOIIETIPUHSIThIE THAar-
HOCTUYECKUE TECTHI IJIST UX BBISIBJICHUS B KIIMHUKO-I1A-
THOCTMYECKUX JTabopaTOpUsIX OTCYTCTBYIOT. [loaTomy
y4JacTue 3TUX BUPYCOB B TTATOJIOTUM CYIIIECTBEHHO HEI0-
oueHuBaetcs. 1o cratuctuke, B 2021 r. B Poccun TonbKo
y 2 manyeHToB BeiaeneH HPeV [2]. PeanbHas ke 3a060:e-
BaeMOCTb 3TOM MH(EKIUE Ha Hallleil TEepPUTOPUN HEU3-
BEeCTHa, W, 4TO OoJiee BaKHO, 3aro3jgajasi IMarHOCTUKa
W Teparust TSKEJTBIX COCTOSTHUI OCTAlOTCS HepeleHHOM
npoO0IeMOIA.

TTapaxoBupychl mpuHamexaT K ceMeucTBy Picornavi-
ridae, KOTOpOE B HacToOsIIIEee BpeMsl O0ObeAMHSIET 68 POIOB
n 158 BUIOB HEOONBIINX 0E3000JI0YEYHBIX OTHOIIETIO-
yeyHblx PHK-BUpYCOB TMOI0OXUTENBHON TONSIPHOCTH.
CeMeicTBO BKJIIOYAET OOJbIIYIO TPYIIy MMKpoopra-
HU3MOB, OTBETCTBEHHBIX 3a 3a00JeBaHMS Y YeIOBEKa,
TaKUX KaK pPUHO- U 3HTEPOBUPYCHI, TOJHOBUPYCHI,
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renatoBupychl. [lociie mepBoii U30ad1IMK y neTeit ¢ nua-
peeir B CIIIA B 1956 T. mapaXoBUPYyCHl OBITU OTHECEHBI
K pOIy DHTEPOBHMPYCOB M 00O3HAUEHBI KaK 3XOBUPYCHI
22-ro u 23-ro tunoB [3]. M3-3a oOHapyXeHHBIX BITO-
CJEICTBUM OTIMYMA OT SHTEPOBHPYCOB B TEHOMHBIX
CTPYKTYpax, KOIMPYEMbIX UMW OeKax W B LIEJIOM psifie
OnoJiornyeckKrx cBOMCTB B 1999 1. oHM ObUIM peKtaccu-
¢uumponBanbsl Kak HPeV-Al u HPeV-A2 coorBeTcTBEHHO
C BBIIEJICHUEM B OTHENbHBIN pon Parechovirus. B HacTo-
sIiee BpeMsl pol BKJIIOYAeT 6 TUITOB: Map3XOBUPYC A,
napaxoBupyc B (paHee HasbiBaBIIMIicS BUpycoM JItOH-
rana), napaxosupyc C (Bupyc Cebokesne), mapaXoBUpycC
D (PeV xopbka), napaxosupyc E u mapaxosupyc F [4].
Tonbko mapaxoBupyc A (HPeV-A) criocobeH BbI3BIBaTH
TsKesible 3a00JIeBaHUS Y UeloBeKa, TakKhe KaK MEHUH-
rosHiedagnT u cerncuc-rnonoOHwIe (sepsis-like) 3abone-
BaHU4 [5, 6]. B 2004 r. B fIlnoHuN y rogoBaiioro pebeHka
C TIpeXOmsIIUM TapajuvyoM, JIMXOPAAKOW W auapeei
n3 Kaya O6b11 BeinesneH Bupyc HPeV-A3, a 3atem B 2006 T.
B Hunepnannmax Obi1 oTKpbIT Bupyc HPeV-A4. Cneny-
foure asa napaxosupyca, HPeV-A5 u HPeV-A6, Oblnu
UACHTU(DUIIMPOBAHBI Y AeTe} MJIaAIIero Bo3pacTa ¢ pu-
3HAKaMW, CXOOHBIMM C DHTEPOBUPYCHOM WHGEKINEH.
C pa3BUTHEM COBPEMEHHBIX MOJEKYJISIPHBIX METOI0B
yuciao tumoB HPeV-A Owvictpo pociio. B Hacrosiee
Bpemst usBectHo 19 tunoB HPeV-A, npu atom HPeV-Al
pa3neneH Ha kiactepsl 1A n 1B [4]. Haubonee pacmpo-
CcTpaHEeHHbIN npencraBuTenb ponra — HPeV-Al. OnHako
HauOosbIMii uHTepec BbI3bIBaeT HPeV-A3 B cBs3n
C CITOCOOHOCTBIO BBI3BIBATH TsKeJbie (hOPMbI MHMPEKITUN
Y HOBOPOXXAEHHBIX U TPYIHBIX aeTeit 5, 7].

Bonpochbl anuaemuonorum

YcTaHoBIEHO, YTO 3Ta MHGEKIUS OYEeHb pacIpo-
ctpaHeHa cpenu aeteit: 60% wnzonsatoB HPeV 6butn mosty-
YeHBI OT JeTeil B Bo3pacte 1o 1 roma [8]. UccnenmoBanms
o oIpenejeHnio HelTpanmsyomnx HPeV-A anTuren
y TAaIllMEHTOB Pa3JIMYHBIX TPYITIT IMOKA3aJ1, YTO CEPOITO-
3UTUBHOCTh PE3KO BO3pacTaeT y AeTeil B Bo3pacTe OT 2
IO 5 JIET ¥ TIPpaKTUYeCKN 00sI3aTeIbHA Y B3pocibIX [9, 10].
CrparuduumpoBaHHbIN MO0 BO3pacTy aHalW3 TlOKasall,
yTo MHGEKINsT OOBIMHO BO3HMKAET y JeTeil MJlajlie
10 et [8].

Kak u npyrme mpencraBuTenu ceMeiictBa Picornavi-
ridae, HPeV pa3zMHOXaloTcsI B OCHOBHOM B KMIIIEYHUKE
M MOTYT TiepenaBaThCsl (heKaJTbHO-OPAJTbHBIM ITyTEeM.
BMmecte ¢ TeM BUPYCBI 4acTO OOHAPYKMUBAIOTCS B PECITU-
PATOPHBIX CEKpeTaXx W MOTYT TakKXe PacIpOCTPaHSIThCS
BO3ayIIHO-KamneabHbiM nyTeM [11]. Tem He wMeHee,
Kak ¥ B CUTYallUM C IPYTUMM SHTEPOBUPYCAMH, HEBO3-
MOHO UCKJIIOUNTD «BBIHOC» U3 PECITMPATOPHOTO TPAKTa
CJTy4JaifHO TTOTABIIKX TyJa BUPYCOB 3a CUET MyKOLMIAP-
HOTO KJIMpEHCa B POTOTJIOTKY € TOCIEAYIOIIUM UX MPO-
IJIaTbIBAHWEM W Pa3BUTHEM «KJIACCMYECKOTO» BapHaHTa
3apakeHUsl KJIETOK KWIeuyHuKa. [losiBIeHMe CUMII-
TOMOB B T€UeHME TEePBBIX IBYX AHEW ITOCIIE POXACHUS
1 oOHapyXeHUe BUpyca Ha BTOPOI IeHb B CITMHHOMO3-

NEPELOBAS

TOBOM XXUAKOCTH TO3BOJISIIOT TIPEATONOXUTh, YTO TIepe-
Jada BUpyca MOXET MPOMCXOANUTh OT MaTepu K peOeHKY
BO BHYTpUYTpOOHOM Tiepuone [12].

WNmMmeroTcst ssBHBIE mpu3Haku Toro, yto HPeV-A ump-
KyJUPYIOT 1O BCEMY MUPY, MOCKOJbKY OHM ObUTM OOHa-
pPYXeHBbI TpUMEPHO B 2% 00pa3ioB, B3SITHIX Yy IeTeit
C KJIMHUYECKUM IMOJ03peHNEeM Ha BUPYCHbIE MH(MEKIIUU
WIM B paMKaxX HallMOHAJbHBIX MTPOTPaAaMM 3MUAEMUOJIO-
TMYECKOTO Haja30pa 3a SHTePOBUPYCAMU B pa3HbIX CTpa-
Hax [13, 14]. HenaBHO 3apeructprpoBaHa yaIuBUTEIbHO
BBICOKAst pacrpocTpaHeHHOCTh (23—57%) HPeV-A
y neteit u3 Manasu B Adpuke [15]. PacnpocrpaHeH-
HocTb reHoTunoB HPeV-A BapbupyeT B pa3HbIX peruo-
Hax mupa. B EBpomne u CIIIA Hamnbomee pacrnpocTpaHeH
HPeV-Al, 3a xoropeim cienytor HPeV-A3 u HPeV-A4,
B To BpeMs Kak HPeV-A2 u HPeVA7-A19 peructpupy-
1oTcst peako [ 13, 14]. B Asuun TakKe B 11€JI0M pacripocTpa-
HeHbl HPeV-Al, A3 u A4, Ho HauboJIbllIee pa3HOOOpa3ye
TeHOTUNOB 3apeructpupoBaHo B Mumaum u Ilakucrane
[16, 17]. Ha adpukaHCKOM KOHTHMHEHTE pacIpocCTpa-
HeHbI TouTH Bce reHoTunbl HPeV-A [15].

s map3XoBUPYCOB XapaKTepHa J10CTaTOYHA BBICO-
Kasi TeHeTWyeckass BapuaOelbHOCTh. Kak y apyrux
nukopHaBupycoB, PHK-nonumepasa HPeV-A He oGna-
JAeT KOPPEKTUPYIOIIEH aKTMBHOCTBIO, a BUPYC WMeEET
BBICOKYIO YacToTy myTauuii [18]. B mornoiaHeHne K aTOMy
pEeKOMOMHALMSI WTpaeT BaXHYK pOJb B DBOJIOLMU

HPeV-A [19].
Nndexnus HPeV-A neMoHCTpUpyeT 4eTKyIO Ce30H-
HOCTb, OOJIBIIMHCTBO WHQEKINH PperucTpupyercs

B KOHIIE JIeTa U OCEHBI0. XapakTepHo, uto y HPeV-A3,
B OTJIMYME OT APYIMX IOATUIIOB BUPYCa, OTMEUEH JIBYX-
TOIUYHBIN IIUKJI ¢ Topas3no 0ojiee BHICOKON 3aboJieBae-
MOCTBIO B UeTHBIe ronbl Ha ceBepe EBpornl [20]. Crnenyer
OTMETUTh, YTO DIUAEMHOJOTUYECKUE WCCICIOBAHMSI,
coobmaromnire o pacinpoctpaHeHHocT HPeV, pesko pas-
JINYAIOTCA MEXIY KOTOpTaMU IO BO3pacTy, KIMHUYE-
CKUM TIPOSIBJICHUSIM, TUTIaM COOpaHHBIX 00pa31ioB, 1 3TO
3aTPYIHSIET TIPSIMOE CpaBHEHME M Tocienyroliee 0000-
IIEeHWE UX Pe3YTbTaTOB.

MNpepcTaBneHus o natoreHese

WM3-3a OTCYTCTBUSI TIOAXOASIINMX MOJAEIbHBIX CUCTEM
coBpeMeHHOoe MoHMMaHue matoreHe3a HPeV-undexiuu
BecbMa YCJIOBHO. XOTS MO Psiy XapaKTEePUCTUK TapaXO-
BUPYChl BO MHOTOM CXOXHU C DHTEPOBMpYCaMH, OLIEHKa
OMOJIOTUYECKUX M KIMHWYECKUX AacCIeKTOB WH(EK-
LU JEMOHCTPUPYET 3HA4YUTeNbHBIE pasnuuus [21].
151 OONBIIMHCTBA Map3XOBUPYCOB pELIENTOPHI, yda-
CTBYIOIIIME B CBS3bIBAHUM W TIPOHMKHOBEHWM BUpYyca
B KJIETKY, HE WICHTU(MUIMUPOBAHBI, U TIPEICTOUT BbISIC-
HUTb, CYIIECTBYET JIM YHUBepcalbHbIH petientop HPeV-A.
Kak To1bK0 BUpYC CBSI3bIBAETCS € PELIENTOPOM Ha MTOBEPX-
HOCTU KJIETKU-XO35IMHA, WHUIMUPYETCS IHIOLUTO3,
3a (ba30il FIHAOLIMTO3A CJEAYIOT AeKarCuaaius U BbIOpoC
PHK B murommasmy. Ilocaenmyioiee peMonenmpoBaHe
BHYTPUKJIETOUHBIX MEMOpPaH CIIOCOOCTBYET 00pa30BaHUIO
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Cabumosa A.M. u coaem. TlapaxoBUpyCHbIe MHMEKIINK Y IETEil: COBpeMEHHbIE MPEICTABICHUS

ONHOCJIOMHBIX WJIA [BYXCJIOWHBIX JIMIUIHBIX BE3UKYJI,
TaK Ha3bIBAEMbBIX PETUIMKAIMOHHBIX OpraHes/ul, B KOTO-
PBIX TPOMCXOAUT periuKauus Bupyca. BHOBb cuHTE3M-
poBanHas PHK B maHHOI1 cuTyauum CiaykuT maTpuiieit
NAaJTbHEUIIMX PayHIOB PETIMKALIMU, a TAKXKe TPAHCIISIINT
BPEMEHHOTO MOJIUMPOTEMHOBOIO KOMIUIEKCA, pacIlerisi-
€MOTr0 Ha CTPYKTYPHbIE U HECTPYKTYpHBbIe Oeniku. Kancu-
Hoiil 6e1ok HPeV-A VPO He paciernsiercs Ha VP2 u VP4
B 3pesioM BUpuoHe [22]. D10 mepBoe omimume HPeV-A
OT JpYTMX TNMUKOpPHAaBUPYCOB. [lpyras yHUKalbHasi OCO-
6eHHocth HPeV-A cocrout B TOM, UTO HECTPYKTYpPHBIN
0e1oK 2A He 00JamaeT MPOTEOIUTUUECKOM aKTMBHOCTBIO
U HE BBI3bIBAET OTKJIIOUEHMS TpaHCasuu xo3sauHa. PHK
Map3XOBUPYCOB MHKATICYJIUPYETCS] CTPYKTYPHBIMU OeJ-
KaMM ¢ oOpa3oBaHMEM 3peJjioro BupuoHa. 1o HabGmone-
HUSIM in vitro u3BecTHo, utro HPeV-A BbicBOOOXIaeTcst
U3 KJIETKM-XO3sIMHa TIOCPEACTBOM JIM3MCa KJETOK. Bce
B 1IeJIOM YHUBepcalbHO Wi poma Parechovirus. OmHako
OCTaeTcsl MaJOOOBSICHUMON TIOKA acCOIMALIMST TSIKETbIX
dopM MHDpeKINM To4YTH uckmounteaTbHO ¢ HPeV-A3,
a He ¢ IpyruMu reHotunamu [21].

BapuaHTbl KNIMHNYECKUX NPOSIBIIEHUN

IMapaxoBupycHble WHGEKIMM BapbUpPyIOT OT Oec-
CUMIITOMHBIX WM JIETKUX (hOPM JI0 KpailHe TSIKENbIX.
Kak u mpu 3HTEpoBUpYCHON WHGEKIIMU, CUUTAeTCs,
YTO OOJIBIIMHCTBO TMAp3IXOBUPYCHBIX 3a00JIeBaHUN MpO-

TeKaeT OecCMMNTOMHO. B TO Bpemsi Kak sl MHOTHUX
reHotTunmoB  HPeV-A He ycraHoBieHa OKOHUaTelbHasI
CBSI3b C CUMIITOMATUKOM, UMEIOTCsI yOeaUTeTbHbIe T0Ka-
3aTeILCTBA TOTO, YTO IpenmyinectBeHHO HPeV-3 orser-
CTBEH 3a HEOHATaJbHbIN CETICUC U TIaTOJIOTUIO 1IEHTPasTb-
Hoii HepBHoW cuctembl (LIHC) y nereit mepsbix 3 mec
xku3Hu [23]. C 3TUM 3Ke TUIIOM BUpycCa CBSI3aHBI J0JITO-
CPOYHbBIE MOCENCTBUS JIJIsI HEPBHOI CUCTEMBI jieTel [24].
Oo6napyxusamu HPeV1, HPeV3 u HPeV6 npu criopanu-
YeCKHUX CJIyJasix OCTPOro BSIJIOro mapajivya y aereit [25].
Psin HaGmiomeHuit yka3biBaeT Ha CBSI3b TAp3IXOBUPYCOB
¢ mumdanenutom (HPeV4), muosurom (HPeV3), remonu-
TUKO-ypeMuueckum cuHapomom (HPeV1), mruoxkapnurom
(HPeV1) u HeKkpoTMYECKUM HTEPOKOJIUTOM HOBOPOXK-
nenHbeix (HPeV1) [8, 12, 21]. B tabnuiie 06001IeHb BO3-
MOXHBIE KIMHWYecKue TposisieHust HPeV-nndeximm
B COOTBETCTBMU C TUIIOM BHpyca. BakHO MOHMMATh,
YTO B OTHEJBHBIX CIyJasix 3TO ObLI TOJIBKO OMWUH 3aperu-
CTPUPOBAHHBII 31130/ 3a00JIeBaHUS.

HPeV-Al uame Bcero cBsi3aH ¢ OCTPBIM TaCTPOSHTE-
pUTOM, CHUMIITOMaMHU TIOPAXKEHUSI BEPXHMUX JIbIXaTelIb-
HBIX IyTEW, JIMXOPAAKOU W CHIMbIO y NETE B BO3pacTe
oT 6 Mec 10 5 jeT. PacrnpocTpaHeHHOCTb WHMEKIUHN
HPeV-A y neteii ¢ quapeeii B NCCaeIOBaHUSIX U3 pa3HBIX
cTtpaH Kojeonercs ot 1,6 1o 57% [26]. B Poccum y 572
GOJILHBIX C TACTPOIHTEPUTOM B 1,2% ciydaeB BBIICIECHBI
HPeV, Bxitouast omHy KOMH(MEKIINIO ¢ pOoTa- U aCTPOBU-

Tabauya. Knmandeckue NPosBIeHUs IAPIXOBUPYCHOU HH(EKINH B 3aBUCUMOCTH OT Thma Bupyca [12]
Table. Clinical manifestations of human parechovirus according to type [12]

Tun Bupyca Kimnnueckne npossienus

BeccumnToMHast UHGEKITNST; OCTPBINA BSUTBIN TTapaInd, MEHUHTUT U SHIIe()aJIUT; HACMOPK U TTHEBMO-

HPeV 1 HUST; OCTPBIN CPENHUI OTUT; MUOKAPIIUT; TsKeIast AUIAaTAllMOHHAsSI KapIUOMUOTIATHS; TUapesi, B TOM
Yyucie KpoBaBas; HEKPOTU3MPYIOIIMI SHTEPOKOJIUT; TeMOTUTUKO-YPEMUYECKUI CUHIPOM; TuMdbane-
HOMAaTus; CMHAPOM Pest; yBeUT (TOJIbKO Y B3POCIBIX)

HPeV 2 Jlerkue XeJyT0IHO-KUIIIEYHbIe CUMIITOMBI; JIETKUE PECITMPATOPHBIE CUMITTOMBI; YBEUT (TOJBKO
Y B3POCJIBIX)
HeonaTanpHBII1 cericuc; MiTaieHIeCKIii MEHMHTUT, SHIIeDaTUT U TIPEXOISIINNA TTapaiud; Iuapest;

HPeV 3 SpUTEMATO3Hasl U MaKyJI0-TIamyie3Hasl 9K3aHTeMa; HeOHATAIbHbII reMopparnyeckKu-renaTUTHBIN
CUHIPOM; TeMoGarouMTapHblii CUHIPOM; MUAJTHSI (TOJIBKO Y B3POCIbIX); YBEUT; CHHAPOM BHE3aITHOI
JIETCKOW CMEpTHU

HPeV 4 3abonesanue LIHC y mnaneHiieB; immdaaeHUT, TMXopaaka, U CErCUc; raCTPOIHTEPUT

HPeV 5 Jlnapest; oCTpbIii BSIBIN Mapainyg

HPeV 6 Jlnapesi; ocTpblii BSJIBIM Mapajiny; CMHIpoM Pest

HPeV 7 OcCTpblii BSUTBII TTApaTNy

HPeV 8 l'acTpoanTepur

HPeV 9 HewussectHo

HPeV 10 Tl'acTposnTeputr

HPeV 11 Junapest

HPeV 12 Jlnapest; OCTPbIi BSUTBIMA Mapaanyg

HPeV 13 l'actpoanTeputr

HPeV 14 Juapest; 1uxopaaka

HPeV 15 Huapest

HPeV 16—19 HewusgecTtHO
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pycamu. Bce manmeHThl ObITM Mitamiie | roma, M3 HHUX
5 — maanmre 3 mec. lecth n305TOB OBUIM KiTaccuduU-
nupoBaHbl Kak HPeV-1 n onnx kak HPeV-5 [27].

HeonaTanbHbIi cericuc — caMblid TSIKEJIbIi BapuaHT
nHpexin HPeV-A3. Mbl TpanguliMOHHO CBSI3bIBAEM CaMO
TTOHSITHE «CETICUC» C TEHEePAJIM30BaHHON OaKTepuaIbHOMI
MHbEKIMEN, 11 KOTOPOM XapaKTepHBI TOJUOpPTaHHBIe
U3MEHEHUs, CHCTEMHas BOCTAJMTEIbHAss W IIIOKOBasI
peakuyn. OgHAKO B MPUMEHEHUU K CUTyalldsIM, pa3-
BMBAIOIIMMCSI Y HOBOPOKIEHHBIX, B HACTOSIIIEE BPEMsI
OJIHO3HAYHOTO 3aKJIIOYEHUsI 0 OaKTepualbHOW TPUPOJIEe
Oosie3HU caeiaTh Henb3s. SIpkoe ToMmy TMoOITBepKie-
HUE — TapaXOBUPYCHast MHMEKIUs. Y TaKuX JeTeil Omu-
CBIBAIOTCSI BBICOKAsl JIMXOpaJKa, pa3apakUTeIbHOCTb,
CHIDKEHHBIN anmeTUT, TaXUKapavsi, pa3HOTO pojaa 9K3aH-
TEMBI, CyIOpPOTH, YTHeTeHHe co3HaHust. Cpenu 6 HabJTO-
IaeMBIX HOBOpPOXIeHHBIX ¢ HPeV- A3-undexuweit
JIBOE HYXIAJUCh B UCKYCCTBEHHON BEHTUJISIIUU JIETKUX
1 MHOTPOITHOM noaaepxke [7]. B GonbmHCTBE ciyyaeB
y IeTeil ¢ MeHMHTUTOM B JIMKBOPE OTCYTCTBOBAJI IJICOLIM -
T03. Ha mpakTuke TaKMx MalMeHTOB OOBIYHO JJTUTETHLHO
JleyaT aHTUOMOTMKAMU IIMPOKOTO CIEKTpa JeHCTBHUS.
Kpome Toro, yacto ymyckaercsi BO3MOXHOCTb TMpPOBEIe-
HMS HelipoBu3yaau3alnu. [1o MHEHUIO HEKOTOPBIX yde-
HBIX, IPU HEOHATAJIbHOM CETICHCe BUPEMMS U TIOBBIIIICH-
Hasl TPOHWIIAEMOCTh TeMaTodHIedammIeckoro Oapbepa
CIIOCOOCTBYIOT ITAaCCUBHOMU «yTeuke» Bupyca B LIHC [28].
IMosromy oonapykenne PHK HPeV-A3 B oOpa3iiax crimH-
HOMO3TOBOI XUJIKOCTU MOXET OBbITh CIEICTBUEM CUCTEM-
HOTro BOCHaJIUTEIbHOTO OTBeTa. OMHAKO B MPOTHMBOBEC
3TOMY psII UcclienoBaHMii Toka3anu, yto HPeV-A3 crioco-
6eH MHOUITMPOBATh KJIIETKHU TOJIOBHOTO MO3Ta, YTO TTOTEH-
LIMAJTbHO MOKET TPUBECTH K 3HUEDATUTY, MEHUHTUTY
1 HEOJIArOTIPUSITHBIM JIOJITOCPOYHBIM TTOCIEACTBUSIM [29].
Jpyrast MpUIMHA TSKEJIOTO COCTOSTHUST HOBOPOKIEHHBIX
MpY TTapIXOBUPYCHOW WHMEKINK MOXET OBITh CBsI3aHa
C UMMYHHBIMU pEaKIUSIMHU.

0Oc06eHHOCTU MIMMYHHOIO OTBETa

B 1ienoM BpoXIEeHHBINE M aganTUBHBIA WMMYHHBIR
OTBET XO3SIMHA, MO-BUAUMOMY, 3((HEKTUBHO KOHTPOJIM-
pyeT pacrpocTpaHeHUe BHUpYycCa, TOCKOJbKY WHMeKIIUs
B 3HAUMUTEJILHOW CTEMEeHW TIPOXOAUT CaMOCTOSITEIbHO.
HccnenoBanust mokaszanu, yto HPeV-A3 unayumpyer
HauOOJIBIIYIO aKTUBALIUIO TEHOB, YYaCTBYIOIIMX B UMMYH-
HOIT M BocnanuTebHOU Trepenade curHaimoB [30]. Tpen-
roJIaraeTcsl, YTO TaKOW MepBOHAYATbHBIN OTBET XO3sMHA
MOXET OINpeessTh pa3IuyHble KIMHUYECKUE WCXOIbl
npu nHeKLusx, Bei3BaHHBIX HPeV-Al 1 HPeV-A3.

B To BpeMsi Kak MaTepMHCKME aHTUTEJIa 3allUIIAI0T
HOBOPOXIACHHBIX OT 0OJIE3HEH, CBSI3aHHBIX C OOJIBIITMH-
crBoM reHotunoB HPeV-A, HPeV-A3 B aTom psiny 3aHK-
MaeT ocoOyto nosuiuto. [1pu HPeV-Al Beicokue ypoBHU
AHTUTEJ JUIMTEJIbBHO COXPAHSIIOTCSI Y B3POCIBIX U OKa3bl-
BalOT MPOTEKTUBHOE BO3MENCTBME Ha peOeHKa. Y Tsike-
JIOOOJIbHBIX HOBOPOXIEHHBIX OTCYTCTBOBAJIM MaTepPUH-
ckue antutena npotuB HPeV-A3 [31]. IIpenmonaraercs,

NEPELOBAS

yto Tspkenoe TposiBieHne HPeV-A3 y nereir paHHero
BO3pacTa CBSI3aHO KaK C HEIOCTaTOUYHBIMU (agamnTHB-
HBIMU), TaK U C U30OBITOYHBIMU (BPOXKIEHHBIMU) UMMYH-
HBIMU peaklUsIMU XO3sIMHa.

MeToabl nabopaTopHO U UHCTPYMEHTANIbHOW
ANarHoCTUKu

HPeV-A MoOXHO OOHapyXWTh B Kajie, CIM3U HOCO-
IJIOTKWA, KPOBM M CIIMHHOMO3TOBOM XUAKOCTU. MHIM-
kamus Bupyca HPeV-A ocymiectsasercsi ¢ momolIipto
TP B peasibHOM BpeMeHHU, HAIpaBJIEHHON Ha HETPaHC-
JIMpyeMyIo 00JIacTh 5’-KOHIIA, KOTOpasl SIBIISIETCS KOH-
cepBaTuBHON y Bcex reHoTUNIoB HPeV-A. BonbmmHCcTBO
nccnenoBannii HPeV-A mpoBommimmch ¢ MCITOJB30Ba-
HUeM 00pa3IoB KaJjia IeTeil Miaalie 5 JIeT ¢ CHMIITOMaMU
ocTporo ractposHteputa. Kpome TOro, B HEKOTOPBIX
OIyOJIMKOBAaHHBIX pab0Tax OCHOBHOE BHUMAaHUE Yesisi-
eTrcsl MmalyeHTaM ¢ PeCrupaTopHbIMU WJIM HEBPOJIOTUYE-
CKMMHU CUMIITOMaMHM, y KOTOPBIX MCCAEIOBAIUCH CTIMH-
HOMO3TOBasl XKUIKOCTb U 00pa31ibl ChIBOPOTKM KPOBU.

Hnss  HPeV-undexkimmn xapakTtepHbl JIEWKOIEHUS
n muMmdonenuss. Hambonee BbIpaxkeHHas JICHKOIIEHMS
OTMEUeHa y TALIMEHTOB C TsoKeJloi opMoii 3aboseBa-
HUS, T. €. HY>XKTAIOIIKUXCSl B TOCTIMTAIM3AIIMU B OTIEJICHUE
WHTeHCUBHOI Teparuu [32]. C-peakTUBHBII OEJIOK B 3TUX
cIyJasix TOBBIIIAETCsI He3HauuTeslbHO [7]. UMeHHO 3Ta
MO3UILIMS, TIO HAallleMy MHEHUIO, TTIO3BOJISIET pa3rpaHUYUTh
BUPYCHYIO 1 OaKTepUaJIbHYIO TIPUPOIY OOJIE3HU.

M3 wMeTomoB HeWpoBM3yalM3allMM Y  TallMEHTOB
¢ nopaxxeHreM LIHC mnmu cencrc-1moaqo0HBIMU COCTOSTHH -
SIMA HanOOJIbIIYI0 MH(GOPMATUBHOCTh UMEET MarHUTHO-
pe3oHaHCHas Tomorpadus roinosHoro mo3ra. st HPeV-
A-HDeKIMM XapakTepHbl HU3Kas 1ndy3nst B Tagamyce,
MO30JIUCTOM TeJie Y TTIONIKOPKOBOM O€JIOM BellleCTBe Mpeu-
MYIIIECTBEHHO B JIOOHO-TEMEHHBIX 00JIaCTSIX, BOBJIEUCHUE
BHYTPEHHEU W HApy>XHOU KarlCys, a TakKe YKOPOUEHUE
BpeMeHU penakcauuu B T1- u T2-B3BEHIEHHBIX M30-
OpakeHUSIX, CBSI3AHHOE C TIOBPEXACHHWEM Oesloro Belle-
CTBa BIOJIb IMTyOOKMX MO3roBbiX BeH [6]. C 2022 r. Llen-
TPHI 1O KOHTPOJIIO U npodunakTuke 3adoneBaHuii CLLIA
(CDC) pekomeHmyeT TpoBeNeHUE JJaDOPaTOPHBIX MCCIIe-
moBaHuit Ha HPeV B orcyrcTBre MaeHTU(PUIIMPOBAHHOTO
BO30YIMTENST Y HOBOPOXKIEHHBIX M MJIAZICHIIEB C JIMXOPAI-
KOH, cerncuc-nmogoOHbIM CHUHIPOMOM WIM TIpU3HaKaMu
nopaxenust LHTHC [33].

MpoGnembl u NnepcneKTUBbI Ie4eHUs

B HacTtosiiiee Bpemsi HET KJIMHUYECKM JTOCTYITHBIX
cnenmpuyeckux npenaparoB mpotuB HPeV-A. Bapu-
aHTBl JIGUEHUWS OTpaHMYCHbI TOUIEPXKUBAIOIICH Tepa-
Muei U BBEIEHUEM TTPU TSKEJTBIX (hopMax BHYTPUBEHHOTO
NMMyHoOIIOOyIMHA [34]. B HeCKONBKMX MCCIIeIOBaHUSIX
MPOBEPSIUCh WHTUOUTOPHI 3HTEPOBHMpYca B JICUCHUU
HPeV-A-undekym, Ho OHU MOKa3ajn, YTO MOP(OJIOTUS
Karicuna, (GyHKIMU TpoTeasbl M 3aBUCMMOCTh OT (hak-
TOpa XO3sIMHA pa3jIMyaloTcsl B 9TUX ABYX ponax. Hampu-
Mep, TIIeKOHapwyl (MHTMOMTOp Karicuaa 3HTepOBHMpYCa)
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ObLT HecrocoOeH MHTMOMpoBaTh peruMkaimio HPeV-A
MU3-3a pa3InuMii B CTPYKTYpe Karicuaa, B pe3ybTaTe 4yero
OoJibllIe OOKOBBIE 1IETTM aMUHOKMCIIOT OJIOKMPYIOT CaiiT
CBSI3bIBAHUSI TUIPOMOOHOTO JIEKAPCTBEHHOI'O CpENCTBa
Ha noBepxHoctu HPeV-A [22]. bputo mokazaHo, 4To UTpa-
KOHA30Jl U TOCAKOHA30J1 in Vitro 00JaialoT TPOTUBOBU-
pycHoil aktuBHOCTBIO TIpoTuB HPeV-A3, Ho He mpoTuB
HPeV-Al [35]. HeoOxomnMBbl mabHEUIIINE UCCIeTIOBaHMS
naroreHe3a HPeV-A st pa3apaboTku TapreTHOM MpOTUBO-
BUPYCHOI Tepanuu. YUWUTbIBasi, YTO MaTEPUHCKHUE aHTU-
Tesa, Mo-BUAMMOMY, B OOJIBIIMHCTBE CJIyYaeB 3allMIaoT
OT TSDKEJNOro 3aboJieBaHUsI, CBSI3AHHOTO C MHMeKIuen
HPeV-A, paspaborka TepareBTMUECKMX MOHOKJIOHAIb-
HBIX QHTUTEN SIBJISIETCS HEYIOBJIETBOPEHHOW KIMHUYE-
CKOI TIOTpeOHOCThI0. B 3KcmepuMeHTaIbHBIX UCCIen0-
BaHUSIX TIOJIy4EHBl aHTUTENA, HEKOTOPbIE M3 KOTOPBIX
adhdexkTuBHO HelTpanuszyior HPeV-Al u npyrue reHo-
TUMBI, HO HE LMPKYJIMPYIOIINE KIMHUYECKUE IITaMMBbI
HPeV-A3 [36]. Tem He MeHee 5TH TaHHbBIE TTPEACTABIISTIOT
0001 MHOTOOOEIIAIOIIMIA 1Iar K JieYeHWI0 WHGEKIINH,
BbI3BaHHBIX HPeV-A.

3akntovyeHue

ITapaxoBupycHass uWHMeKIUsS — BaXHOE BMep-
JDKEHTHOE 3a0ojieBaHME Yy JeTell paHHero BoO3pacTa.
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OB30PbI JINTEPATYPbI

Oco0eHHOCTH SHIOKPHHHOM PeryJsiuy IJIaCTHIECKHX MPOIECCOB Y HeOHOIEHHbIX JAeTei
U JieTeil, MAJIbIX JIJI FeCTAlMOHHOI0 BO3pacTa

M.P. lllaidyanuna?, A.T. Mancyposa’

'TAY3 «[eTtckas PecnybnukaHckas kKnnHnydeckas 6onbHuua» Munsgpasa Pecnybnuvkm TatapctaH, KazaHb, Poccus;
2Pre0yY BO «KazaHcknii rocyaapCTBEHHbI MeOUUMHCKIUI yHUBepcuTeT» MuHsapaea Poccuu, KaszaHb, Poccus

Specific features of endocrine regulation of plastic processes in premature infants and
children small for gestational age

M.R. Shaydullina’?, A.T. Mansurova’

'Children’s Republic Clinical Hospital, Kazan, Russia;
?Kazan State Medical University, Kazan, Russia

JleTH ¢ HU3KO#i MACCO¥i TeJIa IPH POXKIEHNH NOIBEPKEHbI BBICOKOMY PHCKY BOSHUKHOBEHHSI O2KMPEHHUS U ACCOIMMPOBAHHBIX € OXKH-
penuem 3adoJ1eBanmii B OyayumieM. B ctaThe uaeHTH(GUIMPOBaHDbI (haKTOPBI PUCKA U OMOMapPKepbl, 00J1a/1al0NIMe HAU0OIbINel po-
THOCTHYECKO# HEHHOCTHI0 B OTHOLIEHUH PA3BUTHS YKA3aHHBIX METa00IMuecKuX 3200 eBaHuii. Hu3K1e KOHIEHTPAMH HHCYJIHHO-
nono6Horo ¢akropa pocra 1-ro Tuna y AeTeii ¢ HU3KOi MACCOii Tejla MPU POXKIAEHUN ACCONMMPOBAHBI ¢ anunorene3om. Huskuii
YPOBEHD JIENTHHA MOKET OBITH PACCMOTPEH KaK OHOMAPKepP «IOTOHSIOIEro» pocTa. Dh(eKThl BHYTPUYTPOOHOrO BO3AEHCTBHS JIel-
THHA UMEIOT JI0JITOCPOYHbBIE MOCJIEICTBUS KAK J€TCKOM, TAK U B OAPOCTKOBOM BO3pacTe. YPOBeHb aJUIIOHEKTHHA MOJIOKUTEIbHO
KOppeJIMpYeT C 0O;KHPeHHeM B PAHHEM BO3pacTe, HO He B ocJieyiommeM. BpIcTpblii TeMN NOCTHATAILHOTO POCTA ACCOLMMPOBAH C BO3-
HUKHOBEHHEM MeTa00JHYeCKOro CHHAPOMA.

3akmouenue. OcoOEHHOCTH SHAOKPUHHOM PEryJIsiiiy POCTA U JMHAMUKH IJIACTHYECKUX MPOLECCOB Y HEIOHOIIEHHBIX JAeTeil v eTei,
MAJIbIX /ISl TeCTAMOHOTO BO3PACTA, CONMPSIKEHbI C M30BITOYHBIM HAKOIUIEHMEM JKHPOBOIl TKAHW, YTO MOMKET CJIYXKHTh (DyHKIHO-
HAJIbHBIM MEXaHU3MOM MeTA00INYECKOro MPOrpaMMHPOBAHMUS OTJAICHHBIX HIOKPHUHHBIX M KAPAUOMETA00IMIECKHX HAPYLICHHUIA.

Karoueevie caosa: nedonowenmvie demu, UHCYNUHOPE3UCMEHMHOCMb, 0JCUuperue, 1enmum, aodunoHeKmuH.

Ansa untuposanus: LLlavinynimHa M.P., MaHcypoBa A.T. Oco6eHHOCTY SHLAOKPUHHOM Perynsiumm naacTudeckux rnpoLeccoB y HeOHOLIEH-
HbIX AeTeii n aeTei, Manbix A5 rectaymoHHoro Bo3pacta. Poc BectH nepuHaron v neaguarp 2023; 68:(5): 11-16. DOI: 10.21508/1027—-
4065-2023-68-5-11-16

Low-birthweight and preterm infants have high risk of obesity and obesity-related diseases in the future. This review article identifies risk
factors and endocrine biomarkers with greatest predictive value to the metabolic diseases development. Low concentrations of IGF-1
in low-birthweight children are associated with adipogenesis. Low leptin levels may be considered as a biomarker of catch-up growth. Long
term programming effects of in utero exposure to leptin extend beyond infancy into early childhood. Adiponectin levels are positively cor-
related with obesity in early life, but not at ages older than three years. Rapid postnatal growth rate is associated with metabolic syndrome.
Conclusion. Specific features of endocrine regulation of growth and dynamics of plastic processes in premature infants and SGA
children are associated with excessive accumulation of adipose tissue, which can function as a mechanism for metabolic programming
of distant endocrine and cardiometabolic disorders.

Key words: Preterm infants, insulin resistance, obesity, leptin, adiponectin.

For citation: Shaydullina M.R., Mansurova A.T. Specific features of endocrine regulation of plastic processes in premature infants and chil-
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Bycnomxmx CTPEMUTENIBHOTO  pOCTa  PacIpocTpa-
HEHHOCTHU OXMPEHUS U CBA3aHHBIX C HUM KOMOP-
OUIHBIX COCTOSIHWIA, 3HAUEHWE KOTOPBIX JIS KayecTBa
KU3HU TIAIMEHTOB M €€ TMPOJOJDKUTETbHOCTH KpaiiHe
BBICOKO, CTAHOBUTCSI aKTyaJbHBIM BOIIPOC IOKMCKA OpU-
€HTUPOB [JIs1 MPOTHO3UPOBAaHUSI PUCKOB (HOPMUPOBA-
HUS JaHHOW maToyioruu. MI3BeCTHO, 4TO AETH, POXKICH-

© LWavigynamHa M.P., MaHcyposa A.T., 2023

Anpec s koppecnonaenumu: Llaiinyiuinna Mapusi PycteMoBHa — K.M.H.,
IOLL., 3aB. OTAeJeHHeM SHHoKpuHonoruu Jlerckoii PecryGnukaHCKO# K-
HUYECKOM 0OJbHULLB, 1011. Kadeapbl 3HT0KpUHoIoruK KasaHckoro rocynap-
CTBEHHOTO MeauLMHCKoro yHusepcurera, ORCID: 0000—0002—2783—5759
e-mail: zizi97@mail.ru

420138 KazaHb, yi1. OpeHOyprckuit Tpakr, u. 140

MancypoBa Anbbus TanaratoBHa — opavMHaTOp Kadeapbl SHIOKPUHOJIOTUU
Ka3zaHckoro rocynapcTBeHHOTO MEAUIIMHCKOTO YHUBEPCUTETA,

ORCID: 0009—0000—2009—2772

420012 Ka3zans, yi1. Byrieposa, 1. 49

HbIe ¢ HU3KOW Maccoii Tesla (HEeTOHOIIEHHBIE W MaJjible
IUTST TECTAllMOHHOTO BO3pacTa), COCTaBJISIIOT OCOOYIO
TpyNIy pUCKa MeTaboJMYeCKUX HapylIeHWi 3Ha4Yu-
TEJILHO Yallle, YeM B TOMYJISIIUM, TeMOHCTPHUPYS pa3BU-
THE caxapHOro nuabdera 2-ro TUIA yXe B TMTOAPOCTKOBOM
Bo3pacte [1]. OmpeneneHne HeOHATAJIbHBIX MapKepOB
OXXUPEHUsT U MHCYJIMHOPE3UCTEHTHOCTU MOXET ITOMOYb
B pa3paboTKe MPUHIIUIIOB CTPpaTU(UKALIMU PUCKA U ITPO-
(PUITAKTUUECKUX MEPOTIPUSITUIA.

Iean 0630pa: n3yuyeHNEe MapKepoB METaOOTUIECKOTO
HeOJIaronoyydyss ¥ MeXaHU3MOB TIPOrpaMMHUPOBAHUS
MeTaboJMIECKOTO 3M0POBbSI.

Huskas macca mipu poxneHun (low birth weight,
LBW) omnpenensiercss kak macca MeHee 2500 r He3aBU-
CUMO OT cpokKa OepeMeHHOoCTH. ['pyrina neteit ¢ HU3KOM
Maccoii TeJia TPy POKICHUHU BKITIOYaeT KaK HeOHOIIIeH-
HBIX HOBOPOXIEHHBIX C TeCTAlIMOHHBIM CPOKOM MeHee
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37 Hen, TaK M TOHOIIEHHBIX ¢ Maccoil MeHee 10-To 1eH-
TWIST U1 JAHHOTO TI0JIa M TeCTallMOHHOTO cpoka [2—4].
CoryacHO JaHHBIM MHUPOBOM CTATUCTUKU OT 15 mo 20%
BCEX HOBOPOXXIEHHBIX HMEIOT HU3KYI0 Maccy Tena,
yto coctapisger 6onee 20 muH ponoB B ron [5]. Hus-
KUI W 9DKCTpeMaJbHO HM3KWI BeCc TPU POXICHUU
MO-TIpEeKHEMY OCTaeTCsl Cepbe3HON MpoOaeMOoi 001Ie-
CTBEHHOTO 3[IpaBOOXpaHEHUSI BO BCEM MUpPE U CBSI3aH
C LEJIBIM PSIOM KaK KPaTKOCPOYHBIX, TaK W JIOJTOCPOY-
HBIX TTOCJTEACTBUIA.

CpaBHUTeIbHBIE HAOMIOAEHUS 3a POCTOM TUIOAA
U SIUIEMUOJOTUYECKUMU  TTOKA3aTeIsIMA  3[I0POBBSI
B3pocibix Toponunu rurnoresy DOHaD (developmental
origins of health and disease — MCTOKU pa3BUTHSI 310PO-
BbsI I OOJIe3HEI), KOTOpast TIpeaIionaraeT, 9To (pakTophl,
BIUSIIONIME Ha POCT TIofa, (hOPMUPYIOT WHAVBUIYATb-
Hble pa3uyus B TATOTeHE3e XPOHMUYECKUX 3aboseBa-
HUI B ganbHeieit xxu3au [6, 7]. Bce 6omblne qJaHHBIX
JIOKA3bIBAIOT, UYTO HeOJAaronpusaTHas BHYTPUYTpPOOHAas
cpella MOXKET TPUBECTU K HEOOPaTUMBbIM W3MEHEHMSIM
B XapakTepe KJIeTOYHOI mpoymdepanuu, nuddepeHIm-
POBKE KJIFOUEBBIX OPTaHOB U OMO(PU3NUIECKUX TTPOPUIISIX
MeTaboIMYeCKO# U cepIeuHO-COCYINCTOM cucteM [8§, 9].
Macca teja pu poxXXIeHNUM, OTpazkarolast BHyTpUyTpoO-
HBII POCT M TIPOIOKUTETLHOCTh 6EPEMEHHOCTH, KOTO-
pble OTpenessTioTcsl MHOTMMU (haKTOpaMH, OblTa CBSI-
3aHa C Pa3BUTHEM PA3IMYHBIX 3a00JI€BAaHUI Y B3POCITBIX,
BKJTIOYAsl caxapHbIi auabeT 2-TO TUIa, WHCYJIUHOPE3U-
CTEHTHOCTb, CEpAEYHO-COCYIUCTbIE U PECITMpPAaTOPHBIC
3aboneBaHus [10—12].

IMporpaMMupoBaHue pUCKa pa3BUTHUS 3a0O0JIEBaHUIA
y IeTeli ¢ HU3KOM Maccoii Teia Mpu poKIeHUU OCYIIECT-
BJISIETCS TTOCPEICTBOM W3MEHEHUS OKCIPECCUU pas-
JIMYHBIX TEHOB, B TOM YHCJIE OTBEYAIONINX 3a TPOAYK-
1IN0 MHCYJIWHOMOAO0OHOTO (haKkTopa pocTa 1-ro TuIa,
TOPMOHA pPOCTa, WHCYJIMHA WA T€HOB UX PELENTOPOB
[13—16]. W3BecTHO, YTO MHCYIMHOMOMOOHBIE (haKTOPhI
pocta 1-ro u 2-ro tunos (UTI®OP-1, UTIDP-2) asus-
I0TCS OCHOBHBIMU aKTMBATOpaMU pOCTa TJIoJda U TECHO
CBsSI3aHBI C TE€CTAIMOHHBIM BO3pacTOM M MacCOW Tesa
npu poxaeHun. Ipomykumst MITDOP-1 remaronumramu
KOHTPOJUPYETCS CTUMYISILIME pelienTopoB K COMAaTO-
TpormrHOMY TopMOHY. HespenocTh rumocmusa y HeTOHO-
meHHbIX aereit (3necy L.S. Mollers u coast. [17] mipo-
BOJST aHAJIOTUIO C TUTTOMUTYUTAPU3MOM, XapaKTepu3yst
(byHKUMIO TIepeaHe 10U rumodu3a AeTeil, poXKIeHHBIX
paHbIIIe CpoKa) He MO3BOJIIET MOMIEPXKUBATh AaKTUBHOCTh
9TOro Mpoliecca Ha JOJKHOM ypoBHe. Kak criencrBue,
JIOCTaTOYHOE MOTpebIeHe TTUTATETHbHBIX BEIIECTB MPU-
BOIUT TIPEUMYIIECTBEHHO K CTUMYJISILIUU aauTIOTeHe3a,
a He K YBeJIMYEHIO MbITIIeuyHoI Macchl [17]. Kpowme Toro,
cuHTe3 1 cekpeunst UTTMOP-1 HanpssMyto 3aBUCAT OT CTHU-
MYJUPYEMOTO TIUTAaHWEM BBICBOOOXICHUS WHCYJIWHA.
HWucynmmHononoOHbBIN dakTop pocTa 1-ro TMIla, B CBOIO
odepenb, CIYKUT (PaKTOpoM Tpoudepalviv U Moaaep-
JKaHMST Macchl P-KJIETOK MOKETYA0UHON xene3bl [15].
IMoatomy Huskue koHueHTpauuu MITDOP-1 y neteit ¢

Ob30Pbl JINTEPATYPbI

HU3KOM Maccoil Tejla MpHW POXIEHUW HETaTUBHO BIIM-
SIOT Ha pa3BUTHE B-KIETOK W, KaK CJIENCTBHME, CEeKpe-
o WHeyanHa. BepositHo, mostomy yposHu MITOP-1
Yy HEIOHOIIEHHBIX JeTeil TMocje pOIOB 3HAUYUTETHHO
HUXe, YeM TOJIKHBIE BHYTPUYTPOOHBIE YPOBHU Ha COOT-
BETCTBYIOIIIEM CpoKe GepeMeHHOCTH. [To106HbIe U3MeHe-
HUST HaOJIIOJAIOTCS 1 Y IeTeld, MaJIbIX IJIsT TeCTAllMOHHOTO
Bo3pacrta (small for gestational age, SGA). UccnenoBanust
JIEMOHCTPUPYIOT CTATUCTUIECKH 3HAYMMO O0Jiee HU3KMIA
ypoBeHb MTTMP-1 B MynmoBUHHOM KPOBU y TaKUX HeTeit
IO CPpaBHEHUIO ¢ HOBOPOXKIEHHBIMHU, Macca Tejla KOTO-
PBIX COOTBETCTBYET TeCTallMOHHOMY Bo3pacTy (optimal/
appropriate for gestational age, OGA/AGA) [18].

B 3apy0OexHoil nauTepaTtype BBIIEISIIOT nIBa (eHO-
TAMA 3aJepXKW BHYTPUYTPOOHOTO pAa3BUTHUS: HM3-
Kasg Macca Teja TIpU POXIEHWM M 3alepXKa pocTa
mwioma [19]. Ho cumx mmop HeT abCOJIOTHOW SICHOCTH,
CXOIHBI JIU W3MEHEeHUss OMOMapKepoB MeTabosnye-
CKOTO 3JI0pOBbSI B 00OMX CJIydJasiX, MOITOMY COmepKa-
HUe (HaKTOPOB BHYTPUYTPOOHOTO pOCTa IIOAA B KaxK-
IO U3 ABYX (PEHOTHITMYECKUX TPYIII paccMaTpUBaeTCst
OTIETbHO. BBIsSIBIEHO, UTO GOJlee HU3KME KOHIEHTPAluN
HITDOP-1 xapakTepHbI i1 HOBOPOXICHHBIX ¢ HU3KOM
Maccoil Tejla MpU POXIEHWN B OOMIBIIEH CTEIIEHH, YeM
JUTS TeTell ¢ HapylleHWeM BHYTPUYTPOOHOTO pa3BUTHSI
B ¢dopme 3anepxkku pocta [18]. CoueraHue OTHOCH-
tenpHOro aeduimra MITOP-1 1 BBICOKOKAJTOPUIAHOTO
MUTAHMUSI B TIOCJIEPOJOBOI TMEPUOI NMTPUBOAUT K (PU3NO-
JIOTHYECKOMY HECOOTBETCTBUIO, TIPU KOTOPOM TTOTPEOIsI-
eMBI 0eJIOK He MOKET OBITh TTOJTHOCTBIO TTpeo0pa3oBaH
B MBIIIEYHYIO MacCy, YTO BBI3BIBAET MPEUMYILIECTBEHHOE
yBeJIm4yeHue oobeMa XUpoBoit TKaHu [17].

Bbuti npeAnpuHATH TOMBITKA TOPMOHAIBHOM Tepa-
MU, HanpaBJIeHHON Ha yJaydllleHWe IOCTHATAIBHOTO
pocTa M cocTaBa Teja, a TaKkKe CHUKEHUE pUCKa pas-
BUTHST MeTabOJMYeCKNX 3a00JieBaHUN JIeTel MaJIbIX
JUTSI TECTAlIMOHHOTO BO3pacTa B 3pesioM Bo3dpacte. Jloka-
3aHO, YTO JIeYeHEe TOPMOHOM POCTa OKa3bIBACT JTUTTOTH -
TUYECKUI 3PDEKT U 3HAUNTETHLHO YBEIMUUBAET MBITIIEU-
HYIO Maccy TeJla K KOHIY mepuonma HaOmoneHus [20].
Ha ocHOBaHMMW IIMTETHLHOTO aHalu3a MPOQWIS MeTa-
0OJIMYECKOTO U CEPIEYHO-COCYAUCTOTO  310POBbS
Yy B3pOCIBIX TIOCNe TIPEKpaIlleHHsT JIEYSHUS TOPMOHOM
pocTa OBbLTU CHeTaHbI BBIBOALI 00 OTHAJIEHHBIX MOCITE-
CcTBUSIX Tepanuu. [laliMeHTH HaOMIOOATUCh B Tede-
HUe 5 JIeT Tocje TpeKpalleHus JiedeHus: yepe3 6 Mec,
2 roga u 5 netr. JlaHHBIE CPaBHUBAJINUCH C KOHTPOJIbHOM
rpynroii, He mosydyaBiieir npenapat. [loreps dapma-
Kosnornyeckux 3¢pGeKToB TOpMOHa pocTa Haboaa-
Jlach 4yepe3 5 JIeT Tocie MpeKpalleHus Tepanun: KUpo-
Bas Macca, YyBCTBUTEJIbHOCTh K MHCYIUHY W (DYHKIIUS
B-KJIETOK y paHee MoyyaBLIUX JIeUeHUE B3POCIbIX ObLIU
TaKMMM Xe, KaK B KOHTPOJIbHOM Tpymiie. JlnteabHoe
JIedeHe TOPMOHOM POCTa JAEeTei, MaJIbIX IJIsT TeCTAallOH-
HOTO BO3pacTa, He OKa3bIBaeT HeOJAroMpUsITHOTO BO3-
JNEeHCTBAS Ha MeTaboJMYecKoe 3I0POBbE BO B3POCIOit
ku3HU [21]. B Hacrosiiiee BpeMsi TIPOBEIEH LEbI Psif
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laiidynauna M.P., Mancyposa A.T. OcoOGeHHOCTY SHIOKPUHHOI PETYJISILMHU MIaCTMYECKUX MTPOLIECCOB Y HETOHOIIEHHbIX AeTeil U IETeN. .

WCCIIeIOBaHUI, Pe3yJIbTaTbl KOTOPBIX IE€MOHCTPUPYIOT
MOJIOXKUTEIbHOE BAWUSIHUE Tepanuu peKOMOMHAHTHBIM
HUTIDP-1 Ha ycBOeHME MNUTATENbHBIX BEIECTB, POCT
¥ pa3BUTHE HEJOHOIIEHHBIX JaeTeil [22—25].

XKupoBast TkaHb o0OjagaeT CBOWCTBAMM 3HJIO-
KPUHHOTO OpraHa, OHa peryJupyeT MHOTOYMCIIEeH-
Hble (dusnonornyeckue (QYHKIIMKU B OpraHU3Me, TaKue
KaK 4yBCTBUTEIBHOCTb K MHCYJIWUHY, BOCIaJeHUE, POCT,
MOJIOBOE CcO3peBaHue M (DYHKIIMOHUPOBAHUE CEpACUHO-
COCYIUCTOM CHUCTEMBbI, BBIIEJSIST MOJEKYJIbI-MECCEeH/I-
JKepbl, W3BECTHbIE KaK amunokKuHbl. [IpennpuHuma-
JOTCSI MHOTOYHMCJIEHHBIE TTOMBITKM TTOMCKa B3aMMOCBSI3U
YPOBHSI JaHHBIX BEIIECTB B MYITOBUHHON KPOBU 1 aHTPO-
MOMETPUYECKUX ToKa3aTejeli pebeHKa B pasuyHbIC
BO3pacTHbIC TIEPUOJbI, OTpeaesieH!s] UX MPOTHOCTUYE-
CKOI 3HAUMMOCTH B KayecTBe (DAaKTOPOB prcKa pa3BUTUSI
OXMpEeHUsI, MeTabOJIMYECKOTO CHUHAPOMA U CepAedyHO-
cocynucThiX 3aboneBanuii. Y. Pekal u coaBt. (2022) [26],
CpaBHMBasi KOHILIEHTPALlMU aaWTMOKUHOB B MYITOBUHHOM
KpoBU (CIIEKCHMH, JIENMTUH, BUCHATUH) HOBOPOXIEH-
HBIX C Pa3JIMYHON CTENEeHbIO OTKJIOHEHWI MAaccChl Teja
OT JIOJDKEHCTBYIOIIEH (Masblii, KpYMHBINA IS TeCTallM-
OHHOTO BO3pacTa M COOTBETCTBYIOILIMI TeCTallMOHHOMY
BO3pacTy TIIJIOI), OTMeuYarT Haubojee BbIpaXeHHYIO
KOPPEJSIIUIO UIMHBI Tela, €ro Macchl U OKPYKHOCTU
TOJIOBBI JIeTeil ¢ comep:KaHWeM CIeKCMHa — BellecTBa,
MPOIYLIMPYEMOTO XUPOBO TKaHbIo [26]. OmHaKo K Hau-
6oJiee M3YyYeHHBIM B HEOHATAJIbHOM IEPUOIE ATUTTOKH-
HaM OTHOCSITCSI JIETITUH W aAUIMOHEKTHUH, CHUXAMIINe
WHCYJIMHOPE3UCTEHTHOCTh [27]. JIenTUH KOHTpoJUpyeT
Maccy Halllero Teja, CHMXKas arrmeTUuT U PeryJupyst pac-
xon Hepruu. OH Takke MPosIBJIsSIET HelipoTpoduueckue
93¢ deKThl B KPUTUUECKUE TIepuoabl pa3BuTus. JlentuH
BBITIOJIHSIET 3TU (DYHKIIMM, BO3/ICMCTBYS Ha criennduye-
CKME PelernTopbl B HEPBHBIX KJIETKAX U TepeaaBasi CoOT-
BeTCcTBylOIIYl0 MH(popmanuio B Mo3r [27]. CoriacHo
nanHbIM A.M. Ramos-Lobo Pryscila u coast. (2019) [28],
HapylleHMe TIpollecca TMepenadyd CUTHAJIOB JIETTTHMHA
Ha HavaJIbHBIX 3TallaX OHTOTeHe3a BbI3BIBAET HEIPOXO-
NSIe MeTaboJIMYecKue CIBUTH, HapylleHWe pPa3BUTHS
MO3ra M penpoAyKTUBHON CHUCTeMbl. YPOBEHb JIEITMHA
B TYNMOBUHHOW KPOBU YBEJIWUMBAETCS 1O Mepe YBEJIM-
YyeHusi cpoka OepeMeHHOCTH. BBICOKOMOIEKYISIPHBII
JIEITUH MAaTePUHCKOTO TPOUCXOXIEHUsT HE CIOCOOeH
MPOHUKATh Yepe3 TUIaleHTy, TTO3TOMY YPOBEHbD JIETITUHA
B IMYITOBUHHOM KPOBU TTOJTHOCTHIO OTPaXKaeT ero MpoayK-
LIMIO XXMPOBOI TKaHBIO TIJI0/Ia U TulalieHToi. BripaboTka
JienTuHA 00 32-i Heneau TecTallMOHHOIO BO3pacTa OCy-
LIECTBIISIETCSI TIPEMMYIIIECTBEHHO TuIalieHToi. Briocnen-
CTBUM, KOTJa HAayMHAET HAKaIlJIMBaThCSI 3HAYMTEIBbHOE
KOJIMYECTBO XKMPOBOW TKAHMU, TUIOA CTAHOBUTCSI OCHOB-
HBIM MCTOYHUKOM COOCTBEHHOTO JIETITUHA B TILIa3Me
kpoBu [29, 30]. [ToaTBepxaeHUEM 3TOTO CyKaT TaHHbIC
WUCCIENOBAHUI, JAEMOHCTPUPYIOIINX HU3KUN YPOBEHb
JIETITUHA KaK B TPYTIIe HeJIOHOIIEHHBIX (0OCOOEHHO AeTeit
C 9KCTpeMaJIbHO HU3KOM Maccoii Teja), Tak U B IpyIIIie
neTeil, MaJIbIX IJIsSi TeCTallMOHHOTO BO3pacTa, a CaMblit

BBICOKMI YPOBEHb — B TPYIINE AeTell, Macca Teja KOTO-
PBIX TIPEBBIIIAET COOTBETCTBYIOIIMI TeCTALIMOHHOMY
BO3pacTy WJIM KPYMHBIX IS TECTAallMOHHOTO BO3pacTa
(large birth weight, LGA) [26, 31-34]. PesynabTaThl
MHOTOUMCIIEHHBIX PabOT HEOMHO3HAYHBI B OTHOIIEHUM
KOppEJSIIMU YPOBHS JIETITUHA U OXupeHus. EcTh maH-
HbIE KaK O TOJIOKUTEJbHOM, HO cJ1aboii, TaK U 00 OTpU-
LIaTeJTbHOM CBSI3W KOHIIEHTPALIMU JIETITUHA B TTYITOBUH-
HOIl KpOBU C OXMPEHUEM B JAETCKOM M TOAPOCTKOBOM
Bo3pacte [34—37]. OOpaTHO MpoNoplMOHAIbHAsI CBS3b
HabJo1aach MEXI1y YPOBHEM JIETITUHA MPU POXIECHUU
W OXVWPEHHWEM B MEPBBIN To XKU3HU, HO HU3KUE YPOBHU
HEOHAaTaJbHOTO JIENITMHA He T[oKa3ald acColMaIunio
C BBICOKUM PHCKOM Pa3BUTHST OXKUPEHUS B JOIIKOJIBHOM
M IIKOJILHOM Bo3pacte [32, 35—37].

JlaHHBIC O CBSI3U YPOBHST aIMIIOHEKTMHA B ITyTTOBUH-
HOI KpOBM C MacCoil Teja MpU POXIACHUU U OXUPEHUEM
B IETCTBE U/WJIM TTIOJAPOCTKOBOM BO3pacTe HEOAHO3HAYHBI.
V nereit ¢ HU3KOI Maccoit Tena IPU POKACHUM OTMeYa-
JIUCh CTaTUCTUYECKM 3HAYMMO OoJiee HU3KHWE KOHIIEH-
Tpaluy amuMOHEKTHHA, YeM Y JeTeil ¢ HOpPMaJbHbIMU
aHTpornoMeTpuuecKuMK Trokazatensamu [18, 31]. Ilpo-
JNIEMOHCTPUPOBAHA MpsiMasi KOPPEJISIsl MeX1y KOHIIEH-
Tpalyeil amuIMOHEeKTHHA B TUIa3Me MYMOBUHBI M KUPO-
BOI Maccoit M OKPYXHOCTbIO TaJiuu B Bo3pacte 17 jer
B Koropte aeteil n3 BenmmkoOpuranum [34]. B Hemenkoii
nonysaunuy D.M. Meyer n coaBrt. [38] oOHapyKum 1moJio-
KUATETBHYIO KOPPEJISIIUIO MEXTY CHUKEHHOM KOHIIEHTpa-
LIMeil aIUTIOHEKTUHA B TIYTTOBUHHOM KPOBU Y OXKUPEHHEM
B Bo3pacTte 3 JjieT, a B Bo3pacTe 5 JIeT yKa3aHHasl 3aBUCU-
MOCTb YXe oTcyTcTBoBaja. OmHAKO MPOrHOCTUYECKasI
CITOCOOHOCTh CHIDKEHMSI YPOBHSI aJIMIIOHEKTUHA ITyITO-
BUHBI B OTHOIIIEHUU Pa3BUTHUSI OXHUPEHUs B Oojiee cTap-
11IeM BO3pacTe CYUTACTCS HETOKa3aHHOM.

HaGnioneHue 3a mocTHaTaJIbHBIM pa3BUTHEM JeTeit
JEMOHCTPUPYET TaK Ha3bIBaeMbI TOTOHSIONINI POCT,
OTpeneNsieMblil  KaK BbICOKAsi CKOPOCTb YBEJTWYEHUS
Macchl Tejla B TeYEHME MEPBbIX 2 JIET MOCJe POXIECHUS
Y HOBOPOXIEHHBIX, MaJbIX JUISI TeCTallMOHHOTO BO3-
pacta, u HemoHomeHHbIX [39, 40]. BwlcTpblii cKayoK
pocTa B paHHEM IIOCJEPOIIOBOM TEepUOJE YBEIMUYUBACT
IIaHCHI HOBOPOXJEHHOTO Ha BbDKMBaHUe. OaHAKO
B JOJITOCPOYHON TIEPCIIEKTUBE YOEIUTEIHHO TTPOCTEXKM-
BaeTCs OTUETIINBAS CBSI3b MEXKITY «TOTOHSIOIIM» POCTOM
n 0ojiee BBICOKMM PHUCKOM METa0OJIMYECKUX Hapylle-
HUI, caxapHOTO amuabeTa 2-TO THUIIA, CEPACYHO-COCYIM-
CTBIX U pyrux 3aboneBanuii [41—43]. B momnbiTke 00bsIC-
HUTD 3Ty CBSI3b ObLUIA TIPEIJIOXKEHA U TIOJIyUMIIa IIIMPOKOe
MpU3HaAHUE TUIOTE3a «IOTOHSIIOIIEro» pocTa, COTJIaCHO
KOTOpPOI1 OBICTPBIi HAOOP Macchl Tejla, XapaKTepHbIN
IIJISI HEIOHOIIIEHHBIX MJIAIEHILIEB U MJIaJIeHIIeB, POXKICH-
HBIX MaJIBIMM JIJIST TeCTAallMOHHOTO BO3pacTa, WHULIMU-
pYET 3amyckK Kackaja MeTaboanyeckux (hakTopoB puckKa
(oxXupeHue, MHCYJIMHOPE3UCTEHTHOCTD) [40].

XapakTep pocTta neTeit, MaJibIX JJIsSi TeCTallMOHHOTO
BO3pacTa, U HEAOHOIIEHHBIX JIeTeil OTJINYAeTCsl OT TaKO-
BOTO JOHOIIIEHHBIX C HOPMaJIbHOI Maccoi Tesia B paHHUI
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TTOCJIEPOAOBOI TTEPHO, 0COOEHHO B OTHOIIIEHUY YBETNUe-
HMS 0ObeMa KUPOoBOU TKaHU. Kak ycTaHOBIEHO, IJIsT 9TUX
KaTeroprit HOBOPOXKIEHHBIX XapaKTepPHO OBICTPOE yBET-
YeHWe MacChl TeJla B paHHeM MitafeHdecTBe. O0cykmaeTcs
poJib JIETITUHA B KavyecTBe OMoMapKepa ObICTPOTO «/I0T0-
HSIIOILIETO» pOCTa, HEOOXOMMMBI JaJIbHEHIIIe UCCIeaoBa-
HMS JUTSE OLIEHKH POJIW aIMTIOKMHA B 3TOM TIpoIiecce.

BaxkHo 3HaTh, CBA3aHBI JIU PaHHHME TEMITBI POCTa
MHIEKCA MAacChl TeJla ¢ PUCKOM Da3BUTHUSI CTOMKOTO
OXWPEHUS B JajibHelIei xu3nu. MccirenoBaHus moka-
3BIBAIOT, UTO Y JETEM, TOCTUTIIUX M3OBITOYHON MacChl
TeJda U OXUPEHMS K TIEPBOMY TOIY KU3HU, COXpPaHSIETCs
WY YBEJIMYMBAETCS WHIEKC MAacChl TeJla B ITKOJBHOM
1 IOIPOCTKOBOM Bo3pacTte [40, 44].

JnckyTabeTbHBIM OCTaeTCsl BOIIPOC O HEeoOXOomum-
MOCTHU BBICOKOKAJIOPUIAHOTO MHUTAHUSI HETOHOIIEHHBIX
NeTe W AeTeil, MalbIX IJisI TeCTallMOHHOrO BO3pacTa,
IUIST TOCTUKEHUS JKeTaeMbIX (BHYTPUYTPOOHBIX) TEMITOB
pocta. C OTHOI CTOPOHBI, OBICTPBIN «TOTOHSIOIINIA»
POCT acCOLUMMPOBAH C METAa0OJMYECKUM CUHIPOMOM,
C IpYTOI CTOPOHBI, MEJIEHHBIN POCT B paHHEM BO3pacTe
HeOIaronpusiTeH B OTHOIIEHUW KOTHUTUBHOTO Pa3BUTHST
pebenka [45, 46]. INosiBUIMCH COBpEMEHHBIE MCCIIENO0-
BaHUsS, KOTOPbIE MOATBEPKAAIOT MOJOKUTEIBHYIO KOpP-
PENSILIMIO CKOPOCTH TTOCTHATAIBHOTO POCTa ¢ HEMPOKOT-
HUTUBHBIM pa3BUTHEM HEIOHOIIEHHBIX HEeTei W JeTei
C 3aIepXKoil BHYTpMyTpoOHOro paszButusi [47—49].
HoBble maHHBIE MOTYT TTOMOYb ONpPENEICHUI0 MOIETU
pocTa, KOTopast ClIoCOOCTBYET ONTHUMATBHOMY Pa3BUTHIO
HEPBHOI CHCTEMBI, HO TMPU 3TOM CBOIUT K MUHUMYMY
HeraTUBHbIE METAa0OJIMYEeCKUE MOCIEACTBUS il 310PO-
BbsI, CBSI3aHHBIE C TepeeTaHueM.

V nmeteit, MaJIbIX UTS TeCTAIlMOHHOTO CPOKa, O CpaB-
HEHUI0O C WX CBEPCTHUKAMM, COOTBETCTBYIOIIUMU
reCTallMOHHOMY BO3pacTy, C OOJbIlIeil BepOSATHOCTHIO
M30BITOYHO HaKaIIMBaeTCs XKUPOBasi Macca KakK B MOJI-
KOXXHOM KJIeTJaTKe, TaK M B OPIOIIHOM Tojloctu. Upes-
MepHOe HaKOIUIEeHHe BUCLEPATBHOTO XUpa — TaKXke
OIHO W3 TIATOTEHETUYECKMX 3BEHBEB WHCYJIMHOPE3U-
cTeHTHOCTU. Ha ocHOBaHWM aHa/lM3a YPOBHS TTIOKO3bI,
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Kimnndeckue 0cOO€HHOCTH MOCTKOBHIHOTO CHHIPOMA Y JeTeii
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Clinical features of post-COVID-19 syndrome in children
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BoJbIMHCTBO /IeTeil MOJHOCTBIO BbI3IOPABIMBAIOT MOCJIE HOBOW KOPOHABHUPYCHOW MH()EKINH, OJHAKO Y HEKOTOPBIX JIHTEIbHO
COXPaHSIOTCSA Pa3HOOOpa3Hbie cToiikue cuMnToMbl. ITTHPOKHIi CIEKTP CMMITOMOB, BO3HMKAIONIMX B TeYeHHE HECKOJIBKHX Helellb
Wi Mecsues nocie 3apaxenusi SARS-CoV-2, naspBaior amurensibiv COVID-19-cocrosinnem (IOCTKOBUIHBIM CHHAPOMOM).
B 0030pe mpencTaBieHbl JAHHBIE JHTEPATYPHI O MPOXOIKHTEILHOCTH M KJIMHAYECKHX 0COOEHHOCTSAX MOCTKOBHIHOIO CHHAPOMA
y neteii. Masnoe unciio uccienopanuii mureibHoro COVID-19-cocTosiHus He M03BOJISET CIe/IATh OTHO3HAYHBIX BHIBOJIOB, OJIHAKO
ClIeIyeT YUUTBIBATD, YTO MOCJIEICTBHS ePEeHECEHHOI HOBOI KOPOHABHPYCHOIi MH(EKIMI MOTYT CYHIECTBEHHO BIIMSTh HA COCTOSIHHE
30POBbsI I€TEl M MX KAYeCTBO JKHU3HH B OyIyIeM.

Karouesvte caosa: demu, SARS-CoV-2, daumenvnoiii COVID, nocmioguonbwlii cunopom.

Ans untupoBanus: BonrvHa C.5., Caykosa O.I., CagbikoB M.M., lamuposa P.I. KnuHu4eckme ocob6eHHOCTU NMOCTKOBUAHOIO CUHAPOMA
y aeteli. Poc BectH nepuHaron v neavatp 2023; 68:(5): 17-21. DOI: 10.21508/1027-4065-2023-68-5-17-21

Most children make a full recovery from a new coronavirus infection, but some of them have a variety of persistent symptoms for a long
time. A wide range of symptoms that occur within weeks or months after infection with SARS-CoV-2 is referred to as a long COVID
(post-COVID-19 syndrome). The review presents literature data on the duration and clinical features of post-COVID-19 syndrome
in children. The paucity of studies on long COVID conditions does not allow us to draw unambiguous conclusions. However, it should
be borne in mind that the consequences of a new coronavirus infection can have a significant impact on the health of children and their

quality of life in the future.

Key words: children, SARS-CoV-2, long COVID, post-COVID- 19 syndrome.

For citation: Volgina S.Ya., Sachkova O.G., Sadykov M.M., Gamirova R.G. Clinical features of post-COVID-19 syndrome in children. Ros Vestn
Perinatol i Pediatr 2023; 68:(5): 17-21 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-17-21

BCCMHpHaﬂ opraHuzaunusl 3ApaBOOXpaHEHUS TIpel-
JIOXKWJIa OIpe/iesieHne COCTOSIHUSI TIOCje Tepe-
HeceHHoit COVID-19 wuHdekuun, o003HAUYUB €ro
Kak BO3HMKalollee yepe3 3 Mec OT Havaia 3aboJieBa-
HUS M COMPOBOXIAIOIIEECs Pa3IMUHBIMUA CUMITTOMaMU
B TeYEeHME He MeHee 2 MeC, KOTOpble HEBO3MOXHO 00b-
SICHUTH aJIbTepHATUBHBIM auarHo3oM [1]. B Hacrosiee
BpeMsI BBIACJISIIOT HECKOJbKO COCTOSIHUI, OTIpeae/IsieMbIX
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nHdekmeir SARS-CoV-2: octpriit COVID-19 (tiponos-
KATEJBHOCTh 10 4 Hen), MOAOCTPBI WM MPOIOJIKAK0-
muiicst cumrnroMarndeckuii COVID-19 (ot 4 no 12 Hen)
u noct-COVID-19-cunnpom (12 Hen u 6onee). B cBoto
ouepenb, nopoctpeiii COVID-19 u noct-COVID-19-
CUHIPOM 00beINMHSIOT B ymnTeabHbI COVID-19 [2].

Pacnipocrpanennocts pmreasHoro COVID y nmereit
3aMeTHO BapbupoBaia ot 1,6 1o 70%. Haubosee yacThiMu
CUMITOMaMU OBITM TaKue, KaK yTomissieMocTh (2—87%),
rojioBHast 6016 (3,5—80%), 6Ob B MBIIIIIAX M CyCcTaBax
(0,7—66%), crecHenure 1 60ib B TpyaHOI Kietke (1,3—
51%), ompiika (2—57,1%), HapylieHe BKyca U OOOHSI-
Hus (4,7—84%), a Takke OTpaHUYEHME ITOBCEIHEBHOM
nestenbHocTH (10,5—58,9%) [3]. T1o manHBIM A.A. Mentis
u coaBr. (2022) [4], nepeHecenHast nHpekimss COVID-19
MOXeT BO3IECTBOBaTh Ha Pa3BUTHE NIeTeil B pas3iny-
Hble TIEPUOIbI UX XKU3HU 1, BO3MOXKHO, OKaKET BIUSHHE
Ha COCTOSTHUE 3I0POBbS TTOCIIETYIONINX TTOKOJICHUIA.

It OIleHKM OCOOEHHOCTEN TeUYeHMsI IJIMTEIBHOTO
COVID y nereit HaMu U3y4YeHBI CTaTbU, OMYyOJIMKOBAH-
Heie B PubMed 3a nepuon ¢ utons 2020 o mait 2023 T.
Tlocne mepeHeceHHO HOBOW KOPOHABUPYCHOM MH(DEK-
i 'y 28% neteil COXpaHSITUCh PeCTTUpaTOPHbBIE CUMII-
TOMBI, TIPUYEM CTOWKUE TIPOSIBICHUS HAOIIOAATNCH
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y 50 u 12,5% mnanueHTOB COOTBETCTBEHHO C TIXKEIBIM
U JerkuM TeuyeHueM 3abosieBaHusl [5]. [lo maHHBIM
K. Dolezalova u coaBt. (2022) [6], uepe3 12 Hem mocie
3a00eBaHUsI B TeueHWe 4 MeC COXPaHSIIUCH OIbIIIKA
npu dusndeckoit Harpyske (76,9%) u B okoe (30,8%),
3aTsDKHOM Kamrenb (48,7%), Gonb B TPYIHON KIIETKe
(17,9%), mpuuem y 53,8% neteil perncTpupoBaiioch
6oJiee OTHOTO CUMIITOMA.

Crnenmyer TOmYepKHYTb, YTO Yepe3 2 MecC Iocie
COVID-19 npu peHtreHorpaduym OpraHOB TpYAHOM
KJIETKM WHTEPCTUIIMAbHBIE W3MEHEHMSI BBISIBISUINCH
y 13,5% neteii, anbBeoNSIpHbIE (C ABYCTOPOHHUM TTOpaKe-
HueMm) — y 0,9%. Io maHHBIM KOMIIBIOTEPHOI TOMOTpa-
un, 1,5% manmeHTOB UMeIU COXpaHSIOIINeCs U3MeHe-
HMS B JIETKHX 1O TUITY MaToBOTro ctekia. ITo pe3ynbraTam
criupomeTpun y 2,7 % obcaenyeMbIx HabIoIaIcs 00CTpyK-
TUBHBI TUTT HAPYIIEHW I BEHTUISILIMOHHOM (DYHKIIMY JIeT-
kux,y 0,4% — pectpukTuBHbIi [7]. D. Buonsenso u coasT.
(2021) onucanu MOapOCTKa, y KOTOPOTO yepe3 7 Mec mocjie
TepeHeCcCeHHO! B Jierkoi ¢opme MHGEKINU Oblja BbISIB-
JIeHa JIETOYHAasl TUTIEPTEH3US, OMPEAEsIcS 3HAYUTETb-
HBI fedeKT ephy3rn B aMKaIbHOM CETMEHTE BepXHE
JIOJTV TIPABOTO JIETKOTO [8].

Ipn mnpoBeneHWM TecTa ¢ O6-MUHYTHOI XOHABOOI
y 80% nereit BOZHMKAJIO OIIYIIEHWE OABIIIKA B OTCYT-
ctBue necarypaiuu [9]. B To ke BpeMsi HeKOTOpbIe
JIETU TIPEABSBIISUIM KajJoObl Ha OIBIIIKY W YCTaJloCTh
yepes 6—12 mec nocie nepeHeceHHoi nHbekuu [10].

CoxpaHgiomyecss HapylmeHus: QYHKIUKM CepaeyHO-
COCYIMCTOM CHUCTEMBI MOTJIM OBITh BBI3BAHBI HETO-
CPEICTBEHHBIM TIOBPEXICHUEM MMOKapIa BHUPYCOM
WY B pe3yibTaTe Pa3BUTHUST MYJBTUCUCTEMHOTO BOCTA-
JmTeabHOro cuHapoma [11]. 2Kano0Owr Ha cepamedbueHne
npeabsaBisuiv 1,5% v Ha UBMEeHEHUe 9aCTOThI CEPIACUHBIX
cokpamennit 2,0% nerteit mocje nmepeHeceHHON MH(pEK-
muu [12, 13].

Yepesz 8 Hem mocie jerkoro teueHuss COVID-19
y 28% neteit HAOMIOAAIOCH TIOBBIIIEHUE apTepUaTbHOTO
napieHus: y 16% maimeHToB oTMedajaach M30JUPOBaH-
Hasg CHUCTOJIMYecKast TurepteH3ust, y 11% — aprepu-
ajbHas rurepteHsus I crenenu, y 1% — aprepuanbHast
runiepreHsusi Il crenenu. B mpoBeneHHOM wuccienoBa-
HUU TTOKa3aHO, YTO CUCTOJMYECKOE apTephaibHOe JaB-
JIEHWE TIOBBIIIAJIOCH MPU TePEYTOMIIEHUU eTel, a nua-
CTOIMYECKOEe — TMpPU TMopaxeHuM Jerkux [14]. Y nereit
C MYJbTUCUCTEMHBIM BOCHMAJUTEIBHBIM CUHIPOMOM
B 55,3% cayyaeB omnpeneisyiach IUCOYHKIUS MHO-
kapna, B 21,7% — aHeBpU3MbI KOPOHApHBIX apTe-
puii [15]. E. Cinteza u coant. (2022) [16] npeacTaBuim
KIIMHUYECKNI CJIy4dail OBYXJIETHETO pebeHKa, y KOTO-
poro 4epe3 5 Mec Tocie mepeHeCeHHOTO MYJTbTUCHUCTEM -
HOTO BOCTIAJINTEJILHOTO CUHIPOMA Pa3BUIICS OOIIUPHBIIA
MHOApKT MUOKapaa Ha (poHe MHOXECTBEHHBIX TUTaHT-
CKUX aHEBPU3M KOPOHAPHBIX apTepUIid.

J. Sabatino u coasr. (2022) [17] cooOumIN,
YTO TIO pe3yjbTaTaM 3XOKapauorpauieckoro uccle-
noBaHust 60% neTeil, BBI3TOPOBEBIINX TOC/IE OECCUMIT-

Ob30Pbl JINTEPATYPbI

TOMHOW WJIM JIeTKOit (OpMbI HOBOW KOPOHABUPYCHOM
UHGEKINN, WMEIN CYOKIMHUYECKYI0 CUCTOJIMYECKYIO
CepIeUHyl0 HEIOCTaTOUYHOCTh, KOTOpas HabIroqanach
B TeueHne 148+68 mueit. F. Sperotto m coast. (2021)
[18, 19] ormerwsnn, 4yTO NpU 3JeKTpoKapauorpaduu
y 7—60% nereii ¢ MyJbTUCUCTEMHBIM BOCTAIUTENb-
HBIM CUHIPOMOM BBISBJISUIMCH Pa3IMIHbIE HapYIIEHUS
(mombem cermeHTta ST, ymnuHeHue uHTepBaia Q—T,
MpeAcepaHble W XETYJIOYKOBBIE  3KCTPACUCTOJIBI),
a'y 53% nmauyeHTOB UMEJTUCh IPU3HAKY MUOKAPINTA.

B octpelii iepron HOBO KOpOHAaBUPYCHON MH(pEK-
mn y 60% nereit HaGIIOATUCHL HEBPOJIOTUYECKIE CUM-
MTOMBI, KOTOpbIe COXpaHSIUCh y 22—33% maluueHTOB
yepe3 3—6 Mec nociie BeizmoposieHus [20, 21]. Takumu
MPOSIBIICHUSIMA OBITM M3MEHEHUsI BKyca W OOOHSTHUS
(32%), ronosubie 60 (12%), muanrust (8%), oHeme-
HUue U Tpemop pyK (8%), moriuBocTh (8%), TOIOBO-
KpYyXeHHue, «3aTyMaHWBaHWe 3pEeHUs» TIpU HaKJIOHaX
(12%), cnabocThb, OBICTpast YTOMIISIEMOCThb, CHUXKEHUE
TOJIEPAHTHOCTU K (pusmdecKoir Harpyske (20%), yxyn-
menve namati (28%), mepenanbl HACTPOSHUSI, pa3mpa-
XUTeTbHOCTh (8%), MeTeo3aBucuMocTh (8%) u mpyrue
OTKJIOHEHMSI: TUCCOMHMSI, CIaboCTh B HOTrax, Je(UIIUT
BHUMaHUs, TunepkuHe3bl (1o 4%). Heliporncuxonoru-
YecKre TeCThbl KOHCTATMPOBAJIM HapylIeHUe MaMsITH,
BHUMaHUsSI, 3PUTEJIBHOTO THO3MUCA, 3PUTEIbHO-TIPO-
CTPaHCTBEHHOM (DYHKIIMU, KMHECTETMUECKOTO W ITWHA-
MUWYECKOTO IpaKcuca, BepOaJbHOTO M HEeBEepOaJIbHOTO
KOMITOHEHTOB MBIIIIJICHUS Y IETe IOocye TepeHeCeHHOTO
COVID-19 [22]. ITo nanubiM R. Ng u coaBr. (2022) [23],
Haubojee pacnpoCTpaHEHHBIMU  HEBPOJOTHUYECKUMU
CUMIITOMaMU ObITU TIpoOJeMbl ¢ BHUMaHueM (83,3%),
yToMJIsieMOoCTh/Bsiiocth  (77,7%), HapylleHWe CHa
(77,7%), ronoBokpyxenue (72,2%) m TOJOBHBIE OOJU
(72,2%). Pomwutenm TakXKe BBIpaXaau O00ECITOKOCH-
HOCTb HAJTMIUEM JIETIPECCUBHOTO HACTPOSHUST M TPEBOTH
y nereii. S. Werner u coaBT. (2022) yka3bIBau Ha yBEJIM-
yeHue THEBHOM COHIMBOCTU y 42% neteii [24].

B cBoem wucciaemoBanum A. Gonzalez-Aumatell
u coaBT. (2022) [9] BBISIBUIIN HEMPOKOTHUTUBHBIE OTKJIO-
HEHUS y IeTeil: CHIKeHue BHUMaHus (63,3%) u ckopocTu
obpabotku nHbopmammu (30%), HapyllleHre HMCITOTHU-
TenbHOU (yHKIMU (53,3%) n pabdoueit mamsaTtu (30%). R.
Savino u coasr. (2022) [25] oOpaTuiau BHUMaHue Ha (op-
MHpOBaHWe HaBSI3UMBBIX IBUKEHUH MOCIe TIepeHeCeHHOM
COVID-19. B psine ciygaeB mociie IepeHeceHHON HOBO
KOPOHABUPYCHOM WHMEKIMU pPa3BUBAINCH BOCITATU-
TeJIbHbIE 3a00JIeBaHUSI LIEHTPAJIbHON HEPBHON CUCTEMBI:
SHIIe(haNTONaTusI, MO3XXEeUKOBasi aTaKCUsl, OCTPBINA JUC-
CEMUHUPOBAHHBIN 3HIEDATOMUETUT, HEBPUT 3pUTEITb-
Horo HepBa [26]. OnyOauKoBaH citydail pa3BUTHSI OCTPOTO
WIIEMUYECKOTO WHCYJIbTa W BECTUOYJISIPHON MUTpEHU
y nereii [27, 28].

HaubGonee pacrpocTpaHeHHBIE XeTyIOUHO-KUIIIeU-
HbIe CUMITTOMBI, BcTpevatotiuecs mpu COVID-19, takue
Kak JIuapesi, TOITHOTa, pBOTA U TUCKOMMOPT B XXUBOTE,
uMmenuch y 5% neteit M coxpaHsSTMCh Ooyiee 4 Hem
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[29, 30]. UccnenoBanusimu, npoeneHHbIMU Y.K. Yeoh
u coaBt. (2021) [31], moka3zaHO M3MEHEHUE KMUIIEYHOM
MuKpoOunoTsl y narmeHToB ¢ COVID-19. Ilepcucrenumst
SARS-CoV-2 B kane Habmonanach y 12,7% mnaimeHTOB
yepe3 4 mec u y 3,8% — uepe3 7 Mec Tocjie MOCTAaHOBKU
nuarHo3sa [32].

K. Suchman u coasr. (2021) [33] npeacraBuim gokKa-
3aTeJIbCTBA Pa3BUTHUS TTaHKpeaTUTa y IeTeil, TOCITUTAT-
3UPOBAHHBIX ITO TOBOIY HOBOI KOPOHABUPYCHOM MH(EK-
uuu. B cBoro ouepenn, S. Cooper u coanT. (2022) [34]
ONMyOIMKOBAIN KIMHUYECKHE CITy9ar pa3BUTHUS reraTuTa
C XOJIECTa30M M OCTPOil MEeYEHOYHO HEIO0CTATOUHOCTU
y IeTeil Tmociie MePeHeCEHHOW HOBOM KOPOHABUPYCHOM
nHdexkuuu. M. Brasseler u coasrt. (2022) [35] npoaeMoH-
CTPUPOBaAI  (POPMUPOBAHUE PACCTPOUCTB THIIEBOTO
MOBEJCHUS Y IEeTeH, YTO, OYEBUIHO, CBSI3aHO C JUTUTEb-
HO nuchyHKIIMENH OOOHSIHUS U BKYyCa.

OmHVUMM 13 HauboJjiee YacThIX CUMIITOMOB TOpake-
HUST OTTOPHO-IBUTATEILHOM CUCTEMBI, KOTOPbIE COXpaHSI-
JINCh Moce MHpeKIn, 6but Muanruu (25%), aptpani-
i (20%), HemepeHOCHMMOCTh (PU3MYECKUX Harpy30K
(47%) [36]. R.A. Collins u coast. (2021) [37] onucamu
cayvaii Tsikesoro noct-COVID-19 xonnputa — Bocmna-
JIeHusI peOepHBIX Xpseit y 11-1eTHero Majbunka, KOTO-
PBIf MPEeIbSBIST KaaoObl Ha 0OJb B TPYIHON KIIETKE
u onpiiKy. D.N. Thakur u coasr. (2023) [38] ony6nuko-
BaJI KIIMHUYECKUI CITydaii BOSHUKHOBEHUS y 8-JIETHETO
pebeHKa IOBEHWJIBHOTO IePMATOMMO3UTA C pa3BUTHEM
MMONATHH, KOHTPAKTYp U AehopMaliniii BEpXHUX 1 HUK-
HUX KOHEYHOCTEM U peIKOTO OCTIOKHEHUS B BUIE HEXOIK -
KWHCKOM JTMMMOMBI BLICOKOI CTEITeHU 3JI0KaYeCTBEHHO-
ctu niocyie repeHecenHoit COVID-19.

B nmrepaType mpenctaBieH ciydail TyOyJIOMHTEpP-
CTUIIMAJIBHOTO HedpuTa U yBeuTa y 1l-J1eTHero mab-
YUKa, MPU3HAKA KOTOPBIX MOSIBUIVCH Yepe3 2 Hell ocye
nepeHecenHoro COVID-19 [39]. M. Haydar u coaBr.
(2021) [40] cooOmiM 0 pa3BUTUU y peOEHKa OpXO3TH-
IUAUMUTA, cBs3aHHOTro ¢ mHpekumneir COVID-19.

IMocne nepenecenHoit COVID-19 nHbexkmm Hab0-
JAJIOCh W TIOpaskeHWe OpraHoB 3peHust. Tak, KOHBIOH-
KTUBUT BBISIBIISITICS Y 8,6% TAlMEHTOB C JIETKOW (hOpMOii
COVID-19, 6iedapur y 38% [41, 42]. Kpome Toro, nua-
THOCTUPOBAJUCH BOCIAJIUTEbHbIE W3MEHEHUSI, TaKHe
KaK STUCKIEPUT, BACKYJIUT CETYATKU, HEBPUT 3PUTEITb-
Horo Hepsa [43]. A. Soni u coaBt. (2021) [44] onucanu
ciIydyait OCTPOTrO HEKpO3a CEeTYaTKHU Y 5-JIeTHEro MaJbunKa
Yyepe3 MeCSII ITOCIIe BBI3IOPOBIIEHUSI, BRI3BBAHHOTO peaKTH-
BalMeil Bupyca reprieca. Y 2,1% neteit uepe3 5 Mec nocie
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Current insight into klebsiella infection in children

LV. Nikolaeva', D.R. Semenova?, G.S. Shaikhieva’

'Kazan State Medical University of the Ministry of Health of Russia, Kazan;

2Republican Clinical Hospital of Infectious Diseases, Kazan

Klebsiella pneumoniae — 3HauYnMblii BO30YIMTETb BHYTPHOOJbHUYHBIX W BHEOOJbHMYHBIX MHGEKIMIA y aeTeil. AKTYaJIbHOCTb
KJIe0cHeUIe3HOoi MH(eKIMH BO3pPOcia B MOCJIEIHIE TObl B CBSA3M C PACHPOCTPAHEHHEM TMOJHPE3UCTEHTHBIX M THNEPBUPYIEHTHBIX
IITAMMOB, CIIOCOOHBIX BbI3bIBATh HHBA3MBHbIE (hopMbl HH(peKIMN (cencuc, MEHUHIHT, adcuecc nedenu u ap.). Illtammer KI. pneu-
moniae, NPONYIMpYIOIIKeE B-JAKTAMA3bl PACHIMPEHHOTO CIEKTPA IEiiCTBHSA, A TAKKE KapOaneHeMpe3UCTEHTHbIE MITAMMBI CIIyKAT
NPUYMHON BHYTPHOOJBHAYHBIX BCIBINEK C BBICOKOM JIETAIBHOCTbIO. BBHIGOpP aHTHOAKTEPHANBHBIX NPENAPATOB LIS JIEYEHHS
MHBAa3UBHBIX ()opM WHQEKIMH OrpaHWYeH W 3aBHCHT OT CIIEKTPA YYBCTBHTEIBHOCTH K NPOTHBOMHMKPOOHBIM mNpenapatram
HMPKY/TMPYIOIMX B CTALMOHAPE KIMHMYECKMX U30JIATOB KJIeOCHE/LT M Bo3pacTa pedeHka. B cBsI3M ¢ BHICOKOIi 4aCTOTOM MPOAYKIMH
B-naKTaMa3 paCHIMPEHHOTO CIEKTPAa KapOameHeMbl SBJISIOTCA MpenapaTaMd BbIOOpPAa B IMIMPHYECKOIl Tepamii HWHBA3HBHBIX

¢opm undexnun.

Karoueewte caosa: 0emu, K/leﬁcue/l/la, pe3ucmenmHocnts, aHmuﬁuomuicu, cuUnepeupyNeHmHocnts.
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Teu. Poc BecTH nepuHaron n neguarp 2023; 68:(5): 22-29. DOI: 10.21508/1027-4065-2023-68-5-22-29

Klebsiella pneumoniae is an important causative agent of nosocomial and community-acquired infections in children. The relevance
of Klebsiella infection has increased in recent years due to the spread of multiresistant and hypervirulent strains that can cause inva-
sive forms of infection (sepsis, meningitis, liver abscess, etc.). Strains of Kl. pneumoniae, producing extended-spectrum p-lactamase
(ESBL), as well as carbapenem-resistant strains, are the cause of nosocomial outbreaks with high mortality. The choice of antibacte-
rial drugs for the treatment of invasive forms of infection is limited and depends on the spectrum of sensitivity to antimicrobial drugs
of Klebsiella clinical isolates circulating in the hospital and the age of the child. Due to the high rate of ESBL production, carbapenems
are the drugs of choice in the empirical therapy of invasive forms of infection.

Key words: children, Klebsiella, resistance, antibiotics, hypervirulence.
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BHaCTOHH_[ee BpeMsl  KjeOcuesuiesHasi MH(eKuus
MpEeACTaBasIeT BaXHYI0 TpobjeMy TieIMaTpUH.
Hmeromuyecss cOOOIIEHUSI CBHMIETENBCTBYIOT O TPO-
IPECCUPYIONIEM pOCTe 3a00JeBAEMOCTH U CMEPTHOCTH
OT KJebcuesuie3Hoi MHGEKIIM B MUPe B CBSI3U C pac-
MPOCTPAHEHUEM <«TUTIEPBUPYICHTHBIX» U TIOJHMPE3U-
CTeHTHBIX IITaMMOB Bo30ymutens [1, 2]. B Hacrosee
Bpemsi Klebsiella pneumoniae 3aHUMaeT TIEPBbIN KPUTU-
YeCKUil ypoBeHb B CIMCKe BceMupHOil opraHM3alnu
3IpaBOOXPAHEHUST TIPUOPUTETHBIX AHTHUOMOTUKOPE3U-
CTEHTHBIX MUKPOOPTaHMU3MOB, HYKIAIOIINXCS B HOBBIX
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WUCCIIeIOBaHUSIX U pa3paboTKe aHTUOMOTUKOB, U TIpeI-
CTaBIsIeT COOOU Yrpo3y I 3A0pOBbs YejioBeKa [3].
KnebcuennesHyo nHGEKIMI0 MOXHO 0XapaKTepru30BaTh
Kak 3aboJieBaHUe, He UMelolee CrelrprIecKoi JToKa-
JIN3aLMM  BOCTIAJIMTEILHOTO TIpoliecca, TIPU KOTOPOM
BO3MOXHO TOpaXkeHUe JIIOObIX OPTaHOB M CUCTEM C pa3-
BUTHEM TTHEBMOHWM, MEHWHTHUTA, CeTicrca, WH(MEKIUN
MOYEBBIX MyTel, KUIIEYHbIX MH(EKIINIi, THOHO-BOCHA-
JINTEIbHBIX 3a00JIeBaHUI, aOCIIECCOB MEUYeHU W IPYTUX
Jokanm3anuii [1, 4—9].

bakrepun pona Klebsiella spp. ciyxaT npencraBute-
JsiMu cemeiictBa Enterobacterales 1 HacuuTHIBAIOT OoJiee
12 BupoB, u3 Kotopbix 2 Buma kieodcuenn (Klebsiella
pneumoniae, Klebsiella oxytoca) Hanbosee 4acTo CBsI3aHbI
¢ 3abojieBaHMSAMM YesioBeKa. Kiebcuesutsl pacrpocTpa-
HEHBbI TIOBCEMECTHO, BKIJIIOYAsl PacTEHUs, TIOUBY, BOIY,
MJICKOITUTAIOIINX, a TaKXkKe SIBISIOTCS YacThl0 MUKPO-
OrMoMa HOCOTJIOTKM M 3KEeJyIOYHO-KMIIEYHOTO TpaKTa
3I0POBOTO YeJI0BeKa. DTO YCIOBHO-TTATOTeHHBI MUKPO-
OpraHM3M, BBI3BIBAIOIINIT BHYTPUOOJBHUYHBIE U BHeE-
OoJIbHUYHBIE UH(EKIINY Y 1eTeil 1 B3pocibix [2, 4]. Hau-
OOJIBIIYI0 aKTYaJIbHOCTh B Pa3BUTUM WHMEKIIMOHHOM
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MMaToJIOTUM 4YeJloBekKa mmeeT KI. pneumoniae, KOTOpast
CIYKUT TpUYMHON 75—86% ciydyaeB KiieGCHUeEIIE3HOM
nHpexuny yeiaoneka [10].

Kl. pneumoniae npencraBiaser co0OW TpaMOTPU-
1IaTeTbHYI0,  HETOABIIKHYIO  WHKATCYJIMPOBAHHYIO
OamuiTy, KoTopasi objagaeT MHOTOUYMCIEHHBIMU (Pak-
TOpaMu BUPYJIEHTHOCTH, 00ECIIeYMBAIOIIMMU Pa3BUTHE
MHOEKIIMOHHOTO TIpollecca M 3alllUTy OT MMMYHHBIX
addexropoB [11, 12]. OcHoBHOIT TeHOM KI. pneumoniae
coctout n3 2000 reHOB, KOTOpPBIE BBHISIBIISIOTCS OoJiee
yeM y 95% wusonsaros [1, 13]. K Haubosnee 3HaYMMBIM
¢dakropam mnatoreHHOcTH Kl. pneumoniae OTHOCSTCS
Karicyjia, TUTIEPMYKOUMIHBIA (heHOTHUII, JIUTIOOIcaxa-
pun, cunepodopsl 1 GuMOpun 1-1o 1 3-TrO TUTIOB U TOK-
cuHbl [2, 12]. KL pneumoniae cnocobHa 0Opa30BHIBATH
OMOTUIEHKU, KOTOpble 00ecreynBalOT MUKPOOY YCTOM-
YUBOCTh K MeXaHW3MaM BpOXICHHOTO WMMYHUTETA
XO3s/MHAa U K aHTUMUKPOOHBIM Tiperiapatam [14]. TTonu-
caxapuaHasl Karcyjia TO3BOJIsSIeT OaKTepuy YKIOHSATHCS
OT (haromTo3a M APYrMX peaklnii UMMYHHOTO OTBETa
1 obecrieunBaeT yCTOMYMBOCTh BO3OYIUTENS] BO BHEII-
Hell cpenie, a TAKXKe ero CIOCOOHOCTD K UTUTEJILHOM TTep-
CHUCTEHIIMU B opraHusMme xo3siuHa. Kl. pneumoniae cmo-
coOHa (PGhEKTUBHO KOHKYPUPOBaTh 3a Fe?* «xo3smHa»
MpU TTOMOIIN HECKOJIBKO TUIIOB CUIEePO(hOPOB: SGHTEPO-
GakTHHA, cCaJTbMOXEJIMHA, a9p00aKTUHA U MEPCUHNOOAK-
tiHa [15]. MepcuHMO0aKTMH — BBICOKOBUPYJEHTHAsI
nerepmuHanTa Kl. Pneumoniae; TOCTOBEpHO Yallle BHISIB-
JISIETCS Y IITAMMOB, BBI3BIBAIOIINX WHBAa3WBHBIE (POPMBI
nHdekuuu (bakrepuemuu, adbcuecc redeHu) [13]. Konm-
GaKTMH — BK30TOKCUH, KOTOPBI CMIOCOOEH WHIYLIUPO-
Bath nosiomku JIHK B aykapuoTuueckux kieTkax, Hapy-
IIaTh MUTOTUYECKUI LIUKJT ¥ BBI3bIBATh OECKOHTPOJIBHOE
pasMHOXeHue KiaeToK [16]. Hanuume xonmbakTUHA
ACCOLMMPYETCS C BBICOKOM BUPYIEHTHOCTHIO M OHKO-
TeHHBIM TIOTEHIIMajaoM 3HTepobakTepuii [17]. T'eHbl
aspobakTMHA M KOJMOaKTUHA OOHApYKEHBI Y HOBOPOX-
NIEHHBIX C CETICUCOM U ¢ MHMEKIMeld MOUYEBBIBOASIINX
myteii [17, 18]. ®um6pun 1-ro Thma 0becreynBaoT CIo-
COOHOCTD KJIeOCHEeNT K anare3u u (hoOpMUPOBaAHUIO OUO-
IJIEHOK Ha KJIeTKaX MOYEBOTO My3bIps U aOMOTUYECKUX
MOBEPXHOCTSIX, B CBsI3U ¢ ueM Kl. pneumoniae criocobHa
BBI3BIBATh MHMEKIINY MOUYEBLIX TTyTelt [4, 14].

C cepenunnl 80-x rogoB XX BeKa CTaju MPUXOIUTH
COOOIIEHNST O TIOSIBICHMU BHEOOJBHUYHBIX CJIydaeB
MHBA3UBHBLIX (OpM Kiiebcueie3a y B3pocibIx (abciece
MeYeHW, TOJOBHOTO MO3Ta, CeJe3eHKU, ITHEBMOHMUSI,
MEHUHTUT, HIOMTAIbMUAT W Ap.), BBHI3BAHHBIX THUITEP-
BUPYJICHTHBIMU ITaMMaMu Kl pneumoniae c neTaib-
HOCTBI0, nocturatomieit 55% [19, 20]. JlaHHbIe ITAMMBI
XapaKTepU3YyIOTCS HaJUIreM OOJIbIIET0 YKuciia TeHeTH-
YECKUX IETEPMUHAHT BUPYJEHTHOCTHU, KaXIbIi U3 KOTO-
PBIX ACCOLMUPOBAH C THIEPBUPYJECHTHBIM IaTOTUITOM
K. pneumoniae [20—22].

OTranuunTeabHasi MUKPOOMOJI0oTHYECKasi OCOOEHHOCTh
TUTIEPBUPYJICHTHBIX 1ITaMMOB KI. pneumoniae 3aKitova-
eTCsT B UX TMUTNIEPMYKOMIHOM (DEHOTHUIIE, YTO OOeCTeun-

BaeT YCTOMYMBOCTh MUKPOOA K NEWCTBUIO OAKTEPUIINI -
HBIX (haKTOPOB KPOBU (KOMITJIEMEHTY U aHTUMUKPOOHBIM
MenTuaaM) U CIOCOOHOCTh K JAMCCEMUHALIMM B Opra-
HU3Me XO3sIMHA ¢ yJacTHeM HEeUTpoGhUIOB TTpU He3aBep-
meHHoM daromuTose. [ neTeKIuy THITepMYKOUIHOTO
¢denoruna Kl pneumoniae WCTONB3YIOT CTPUHT-TECT,
3aKJTIOYAIOIINIICS B CITOCOOHOCTH KOJIOHUM 0Opa30OBbI-
BaTh TSDKU JIJIMHOW Oojiee 5 MM TIpU 3axBaTe KOJOHUHU
MUKpoOMosorndeckoii metieit [20].

B c¢BsI3M ¢ MHOXECTBEHHOM JIeKapCTBEHHON yCTOM-
ynBocThio Kl pneumoniae BkioueHa B rpyrny ESKAPE
MaTOTEHOB, B KOTOPYIO Takxke BXOmAT Enterococcus fae-
cium, Staphylococcus aureus, Acinetobacter baumannii,
Pseudomonas aeruginosa, Enterobacter spp. Otnuuurtesnb-
Hast 0COGEHHOCTDh TAHHOM TPYIIITHI TATOTEHOB — MHOXe-
CTBEHHAsI YCTOMYMBOCTh K OAKTEPUIIMIAHOMY HEHCTBUIO
AHTMOMOTUKOB U CIIOCOOHOCTh BBI3BIBATH TSIKEJbIE
(dopMbI THPEKIINIA ¢ BEICOKOM JieTaTbHOCTRIO [3]. ITomm-
pe3uCcTeHTHOCTH KI. pneumoniae accouumpyeTcsi ¢ HebJa-
TOMPUATHBIMUA WCXOJAaMU JUISI TAllMeHTOB, OCOOEHHO
IJIST HOBOPOXAeHHBIX [23]. Bo MHoOrumx permoHax mupa
MOJINPE3UCTeHTHBIC ITaMMbl Kl pneumoniae ciyxat
HauboJIee YaCThIMU BO30OYIUTEISIMUA BHYTPUOOIbHUIHBIX
nHpexumii [24, 25].

Kl. pneumoniae nmeet oxkono 400 reHOB yCTOMNYMBO-
CTU K aHTUOMOTHKAM, YTO TTOYTH B 2 pa3a OOJbIIe, YeM
y Ipyrux natoreHoB [26]. Ocobyio mpobiieMy i TpakK-
TUYECKOTO 3IPaBOOXpAHEHUs TMPEACTABISIOT INTAMMBI,
MPOAYIIMPYIOIINE [-TaKTaMasbl PacCIIMPEHHOTO CIIeKTpa
1 KapbareHeMasbl, YTO OOYCJIOBIEHO HaMYMEM y HUX
B-makramaz CTXM-, TEM, OXA-48-, NDM- u KPC-
tunos [27]. B nerckux ctaunonapax Poccuu 3apernctpu-
pOBaHO pacrmpocTpaHeHue mTaMMoB KI. pneumoniae,
YCTOMUYMBBIX K B-JIaAKTAMHBIM aHTHOMOTHKaM (87—90%),
BBISIBJIEHBI W30JIATHI, YCTOWUMBBIE K UMHUTIeHeMy (6%)
u MepoHemy (15%) [28]. B pasnmuuHbIX cTpaHax MuUpa
3apEerUCTPUPOBAHBI HEOHATAJIbHBIE BCIBIIIKY, BBI3BaH-
HbIe KapOorneHeM-pe3uCTeHTHBIMU mTaMMaMu K. pneu-
moniae ¢ BBICOKOI1 JleTaibHOCTRIO [29, 30].

OCHOBHBIE TE€HETUYECKHEe MEXaHU3Mbl  OBICTPOTO
MPUOOpPETEeHNUsST aHTUOMOTUKOYCTOMUMBOCTH  KJieOCcHe U
3aKJTIOUAIOTCS B MYTALIMSIX B TeHaX OaKTepuabHOM KIIETKH,
KOIMPYIOIINX MUIIIEHN aHTUOMOTHKA, crcTeM 3 dIIioKca
WV TEHOB MOPUHOBBIX OEJTKOB, a TAaKXKe B TIPUOOPETEHUN
HOBBIX JIETEPMUHAHT YCTOWYMBOCTU K aHTUOAKTepUalb-
HBIM TIperapataM ¢ MOOWJIbHBIMM TE€HETMUYECKUMMU DJIe-
MeHTamMu. B mocienHue romapl oTMedeHa HeOIaromnpusr-
Hasl TEHACHIMS K pacpOCTPaHEHUIO0 HO30KOMUATBLHBIX
mrammoB Kl. pneumoniae, TIPOTYITUPYIOIINX B-JTaKTaMa3bl
pacCIIMPeHHOTO CIEeKTpa, BO BHEOOJBLHUYHBIX YCIOBHUSIX.
JlaHHOE SIBJIECHWE MOXET OBITh CBSI3AHO C <«BBIHOCOM»
MalMeHTaM1 BHYTPUOOJIBHUYHBIX ITaMMoOB Kl. pneumo-
niae 3a TIpeJesTbl CTALIMOHAPOB U ITUPOKUM TIPUMEHEHNEM
AHTUOMOTUKOB B aMOYJIATOPHOI TTpakTHKe [5].

Ha ocHoBaHuMM  (UJIOTEHETUYECKOTO  aHaau3a
KopoBoro reHoma Kl. pneumoniae S. Bialek-Davenet
n coanT. [31] (2014) BbmenTWIN OBE SBOJIOLMOHHbBIC
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JuHUN 6aktepun. K mepBoii TMHUM OTHECEHBI IITaMMBbI
TaK Ha3bIBaeMbIX Kiaccuueckux Kl. pneumoniae ¢ MHO-
SKECTBEHHOM JIEKapCTBEHHOM YCTOMYMBOCTBIO U HU3KOM
BUPYJEHTHOCTBIO, KOTOPBIE CIIy>KaT OCHOBHBIMM BO30Y-
IUATEIIMA HO30KOMUAbHBIX MHMeKIuMii. Bropas nuHus
00beIMHMIIA TUTIEPBUPYJIEHTHBIE TaMMbl KI. pneumo-
niae ¢ HU3KUM YPOBHEM aHTUOMOTMKOPE3UCTEHTHOCTH,
00yCJIOBIMBAIONINE Pa3BUTHE BHEOOJIHLHUYHBIX WMH(PEK-
11, B TOM YMCJIE Y 300POBLIX Jtoaei. IMeroTcst naHHbIe
O MOSIBJIGHUU TUTIEPBUPYJICHTHBIX K. pneumoniae ¢ 3Kc-
TpeMabHOM PE3NCTEHTHOCTHIO K aHTUMUKPOOHBIM Tpe-
rmapaTtaM, 4TO TIPEICTABISIET CEPbe3HYIO YIpo3y MpaKTH-
yecKoMy 3apaBooxpaHenuio [13, 32].

PacripocTpaHeHHOCTh M 3HAYUMOCTD «THIIEPBUPY-
JIEHTHBIX» KJIEOCHENT B Pa3BUTUU MHMEKIIMOHHBIX TTPO-
1IeCCOB Y JeTeil M3ydeHbl HeIOCTaTOYHO. B nmTepatype
MMEIOTCS OTTMCAHMS CITydaeB MEHUHTHUTA, Cericuca HOBO-
POXIEHHBIX, KUIIEUHOU WH(MEKIUW Y TPYAHBIX IETei,
CETNTUYECKOTO apTPUTa Y TTOAPOCTKA, BI3BAHHBIX TUTIEP-
BUpyJAeHTHBIMU KI. pneumoniae [6, 33]. Tlo maHHBIM
J.P. CemeHOBOI1 1 coaBT. [22], ITAMMBI, COOTBETCTBYIO-
1yie KPUTEPHUSM TUTIEPBUPYICHTHBIX, YACTO BBISIBIISTUCH
V HOBOPOXIEHHBIX U TPYIHBIX JeTeil ¢ BHEOOJbHUYIHOMN
(32%) w BHyTpUGOMBHUYHON (11,4%) wHMeKIUIMU,
OOHAKO TSDKENBIX (OpM KiIeOCUeIIe3HONH WHOEeKINN
B 00CJIeIOBAHHOM KOTOPTE IETel He BBISIBJICHO.

AnupaemMnonorus u KNMHUYecKne NposiBfieHns
knedcuennesHoi uigekuumn y petemn

Knebcuenmnbl yacto OOHapyXMBalOTCSI B COCTaBe
MUKPODIOpHl KUIIEYHUKA Y IeTell TPyIHOTO BO3pacTa.
BosMokHa KojloHM3alus KjeOcueiaMu  CIM3UCTON
000JIOYKM BEPXHMX AbIXaTeJIbHBIX MyTeil U KoxXu [34].
Hapsiny ¢ npyrumm sHTepoOakTepusiMu, KieOCHEITbI
WUTPAIOT POJIb TIEPBUYHBIX KOJOHU3aTOPOB, KMUIIEYHUKA
HOBOPOXAEHHOTO M YacTo OOHapyKMBalOTCSI B (heKa-
JIMSIX YK€ ¢ TIepBbIX IHel )K13HU pebeHKa. YacToTa Koso-
HU3aMU  KJIeOCUeIaMi  3I0POBBIX HOBOPOXKIECHHBIX
nocturaeT 79%. Y 3M0poBBIX JIeTeli epBOro roja XU3Hu
MUKpPOO BoiAenseTcs ¢ yactotoit 32—34,5% [35]. Hoso-
POXIEHHBIE YaCTO MMEIOT BBICOKHWI TMOMYJISIIIMOHHBIN
ypoBeHb KI. pneumoniae 7,6%0,5 lg KOE/r, xoTtopbIii
cHmxaetca K 1 romy no 6,6+0,5 IgKOE/r. BrisiBieHo,
YTO KUIIEYHUK 3T0POBBIX HOBOPOXIEHHBIX MOXKET OBITh
KOJIOHM3UPOBAH  BBICOKOBUPYJIEHTHBIMU, TIOJUPE3U-
CTeHTHbIMU 1TamMmMamu Kl. pneumoniae 6e3 KIMHUYE-
ckux TmiposieiieHuit [36]. Klebsiella spp., BblieJIeHHbBIE
U3 KUIIEYHUKA Y 3I0POBBIX M OOJIBHBIX HEIOHOIIEH-
HBIX JeTeil, 9acTO IEMOHCTPUPYIOT CXOMHBIE MPOGhUIN
YCTOMYMBOCTU K TIPOTUBOMMKPOOHBIM  TIperapaTam
U BUPYJIEHTHOCTH, TIPU 3TOM HESICHO, TTIOYeMY Y HEKOTO-
pPBIX MIIAZICHLIEB pa3BUBAIOTCS TOTEHIIMAIBLHO OMAacHBIE
JUTST XKU3HU 3a00JieBaHMsI, a y Ipyrux HeT. Mcxonm Koo-
HU3aLWU KieOcueiaMu pebeHKa, o JaHHBIM Pa3sHBIX
aBTOPOB, 3aBUCHUT KaK OT CBOWCTB BO30OymuTenst (BUPY-
JIECHTHOCTb, (haKTOPHI MATOT€HHOCTHU, YPOBEHb 0OCceMe-
HEHHOCTH), TaK M OT MCXOIHOTO COCTOSTHUSI peOeHKa
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(HEeTOHOIIEHHOCTh, MCKYCCTBEHHOE BCKapMJIMBaHUE
U JIp.), TIPU 3TOM KeJTyAOYHO-KUIIEYHBIN TPAKT CIYXKUT
OCHOBHBIM HMCTOYHMKOM OSHIOT€HHOTO WHOUIIMPOBA-
HUST peOeHKa ¢ pa3BUTHEM KIMHWYECKU BBIPAKEHHOM
nHdekuuu [37]. JlokazaHo, YTO CKPMHUHT KOJIOHU3AIIUN
HOBOPOXIEHHBIX KjieOCcHe/UTaMi B TPYIMIaX BBICOKOTO
pucKa — HaIeXXHBI METOI TMPOTHO3UPOBAHUS pa3BU-
TUSI BHYTPUOOJIBHUYHON KjeOCuesIe3Ho WHDEeKIIn
M YCTIETHOTO KOHTPOJIST BCHBIIKY [38].

KputepusiMu  TMarHOCTUKWA ~ BHYTPUOOJILHUYHOM
KJ1eObcuesuie3Hoil WMHMEKIMU TIPU3HAHBI  CIeIyIoIIre:
1) BbimeneHue KiaeOCuesUIbl U3 CTEPUSIbHBIX 00pa3lioB,
coOpaHHBIX Yy TaimueHTa Oosiee yeMm uepe3 48 4 1ocie
TOCMUTAIN3ALMN; 2) BbICEB KJIEOCUENJIbI B TEUEHUE Tep-
BBIX 48 4 MocCe MOCTYIJICHU y TTalllieHTa, paHee HaXo-
IUBIIETocs B OOJBHUIIE B TeUEHUE HECKOJIbKUX THEM
noapsia 3a nocienHue 30 nHeii. BHeOoabHUYHAS KI1eO-
cueuie3Hass MHQMEKIUsS OUarHOCTHPYIOTCS Ha OCHOBA-
HUM BbICEeBa KJieOCHET U3 OMOJIOTUYECKOTO MaTepuara,
B3STOTO [T aHAJIM3a B TeUeHre 48 9 TTocIe TTOCTYTUICHUS
MalyeHTa B cCTalloHap 6e3 MpealecTBYIOEH TOCTTATa-
JIM3AllMK B TeueHne rociequux 30 mHeit [24].

BHeOonbHMYHBIE ciydyan KieOcuesie3a y HOBO-
POXIEHHBIX JeTell acCOLMUPYIOTCS C TIepUHATaIbHOMI
nepenavyeil BO3OyauTeNsT OT MaTepu pebeHKy (00 3ToM
CBUIIETEILCTBYET Pa3BUTHE CHMIITOMOB WHMEKIINU
B mepBble 48 4 1ociie poXIeHUs ), a TAKXKe MOCTHATaIb-
HBIM MHQUIIMPOBAHUEM I1OCJe BBIITUCKA W3 POIAOMA
U3 IPYTUX WCTOYHUKOB KOHTAKTHO-OBITOBBIM W TIUIIE-
BoIM miyTsimu [39]. Tlpu criopagmyeckux ciaydasix BHe-
OOJILHUUHOTO KJieOcHenie3a MCTOYHUKOM 3apaxkKeHMUsI
HOBOpPOXAeHHOTO KI. pneumoniae MOXET OBITh MaTb C
0eCCUMIITOMHON MH(MEKIMeil MOUeBBIX MyTel, a TaKxKe
HOCHUTEJIbHUIIA MUKpOOa B KUIEYHUKE WIM Ha CIU3U-
cToii 000JI0UKe BiIarajuila; Mpyu 3TOM 3apaxeHue Ipo-
HWCXOAUT TIPU TIPOXOXKIEHWM pebeHKa depe3 POIOBbIE
nytu win 1ociie ponos [40]. B penkux ciaydasx 3apaxe-
HUE TUI0JA TTPOUCXOAUT BHYTPUYTPOOHO TIPU Pa3BUTUU
KJ1e0CUesUIe3HOTO XOPMOAMHUOHWTA Y MaTepu, OJHAKO,
MO JAaHHBIM JIUTEPaTyphbl, WHOUIHUPOBAHUE MOYEBBIX
nyTeil ¥ Biarajaviina 0epeMeHHOUN XEeHIIMHBI KieOcues-
JlaMU — pelKoe sIBJieHue. B nuTepatype ommcaHbl enn-
HUYHBIC Cllyyau AoKaszaHHOW mnepenayu Kl pneumoniae
OT MaTepu HOBOPOXIECHHOMY pPeOEHKY C pa3BUTHEM
KJebcuesuie3Ho nHGEKIIMY, B TOM YKCIIe Cyvail pa3Bu-
TUSI HEOHATAJILHOTO Cercuca y 2 HeJOHOIIEHHBIX JeTeil
U3 IBOMHU, CBSI3AHHOTO C BCKApMJIMBAaHUEM WX TPYI-
HBIM MOJIOKOM MaTepu, WH(MUIIMPOBAHHBIM KieOcues-
qoit [41, 42]. Bo3aMoXeH MUIEBOH MyTh MH(pUIIMPOBa-
HUs KyeOcueilaMu AeTeil pa3HOro Bo3pacTa, MOCKOJIbKY
Kl. pneumoniae Oblna BbIIEJIEHA U3 CHIPOTO MSICa, CHIPBIX
OBOIIIEH ¥ TOTOBBIX K YIIOTPEOJIEHUIO TPOIYyKTOB [43].

Kl. pneumoniae BO3TIaBIsSIET 3TUOJOTMYECKYIO CTPYK-
TYpy HO30KOMUATBHBIX MH(MEKIINI y JeTeil BO BCeM MUpPE
U CIYXXWAT OTHOM M3 HamboJjee pacrpoCTpaHEHHBIX TTPU-
YMH pa3BUTUS HeOoHaTalbHOTO cericuca [44]. Knebcuen-
Jie3Hast UH(MEKIUS y IeTeil MOKET MMETh CITOpaaudecKuit

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MEANATPUM, 2023; 68:(4)

24

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)



Hukonaesa U.B. u coagm. CoBpeMEHHbIE TIpeCTaBIeHNUS 0 KieOCcuee3Hoi MHBEeKIUY y 1eTeit

XapakTep, a TaKKe TIpoTeKaTh B (popMe HO30KOMUATBHOIM
BCITBIIIIKM, KOTOpast Yallle pa3BUBAETCSl B HEOHATATbHBIX
otnesleHusX [29, 44]. 3a mociieqHWe IBa NECSATIICTUS
3apeTUCTPUPOBAHO 3HAYUTETHLHOE YUCIIO BHYTPUOOTbHIY -
HBIX BCIIBIIIEK KJIEOCUENIe3HO MH(MEKIINU KaK B 3KO-
HOMUYECKU Pa3BUTBIX, TaK W B Pa3BUBAIOLIUXCST CTpa-
Hax, TMPEeMMYIIeCTBEHHO Yy HOBOPOXIEHHBIX neteit [45].
JletanbHOCT TIPM  HO30KOMMAJIBHOM  KJIeOCUEIIE3HOMN
MHGEKIINA B 3aBUCUMOCTH OT JIOKAJIM3AIMU Tpollecca,
IO JTaHHBIM Pa3HBIX aBTOPOB, COCTaBIsAeT OT 3 10 55%
[2, 20]. dakTOopamMu pHCcKa Pa3BUTHUST BHYTPUOOIBHUY-
HOIT KJ1ebcresie3Hoi MHGEKIINNA Y HOBOPOKIEHHBIX CITy-
XaT HETOHOIIEHHOCTh, XUPYPrUYecKOoe BMEIIATEIHCTBO,
HaJIM4rie BHYTPUCOCYIUCTOTO KaTeTepa, MapeHTepaIbHOe
MMUTaHKWe, MHTYOALIMS, TPAXeOCTOMUS, TIPEXKIeBPEMEHHBII
pa3phIB TUIOAHBIX OO0OJIOYEK, JTUTEbHOE TpeObIBaHNE
B CTalIMOHApe, HEUTPOIIEHNS U TIPEAbIAYILee TPUMEHEHNE
AHTUOMOTHKOB (KapOarleHeMOB, TJIMKOMENTUIOB, aMu-
HOIJIMKO3UIIOB U P-JaKTaMHble aHTMOUOTUKOB) [29, 40].
HauGonee uvacro BHYyTpMOOJBHUYHBIE WHGEKIINU BO3-
HUKAIOT Y HEJIOHOIIEHHBIX MJIAJICHIIEB, TeCTAlIMOHHBIN
BO3pacT KOTopbix MeHee 32 Hen [46]. IIpenpacnosararoo-
MU (DaKTOpaMu pa3BUTHS HO30KOMHUAIIBHOM OaKTepu-
eMUHM CITy>KaT MOUYEBbIe KaTeTepbl, UMMYHOCYITPECCUBHAST
Tepanusl, HaJudude IEHTPaTbHOTO BEHO3HOTO KaTeTepa,
HMCKYCCTBEHHAsT BEHTWJISIIIUST JIETKUX U OTIepaTUBHBIE BMe-
marenbeTBa [47].

HMcTrouHUKOM BHYTPUOOJIBHUYHOM KJieOCUesUIe3HON
MHOEKIM Hambojiee 4acTo OBbIBAIOT PYKU MEIUIIMH-
CKOTO TIepCOHaJIa, KUIleyHass MUKpodIopa MJIaJIeHIEB,
CMeCH JIJII DHTEPaJbHOTO THUTAaHUS, TIPEIMETHI yXOaa
U MEIULIMHCKUN WHCTpyMeHTapuii. B cralmoHapHBIX
VCIOBUSIX KJIEOCUEITBI MOTYT OOCEMEHSITh TepYaTKu,
XaJlaTbl MEIMIIMHCKOTO TepcoHaja, a Takke MeIu-
LUHCKOe oOopymoBaHWe W MHCTpyMeHTapuii. Kiebcu-
eJUTBl MOTYT OOHapy>XKMBaThCS B CLIEKEHHOM TPYIHOM
MOJIOKE, B CMBIBaX CO «CTEPWJIBHBIX» MPEIMETOB yXOaa
3a OOJIBHBIMUY M Ha opaexnae nepcoHana |1, 48]. Ommcana
BCIIBIIIKA HO30KOMMAJIBHOTO KJiebcHenae3a y HOBO-
POXIEHHBIX, CBSI3aHHasi C HOCUTEILCTBOM MUKpOOa
Ha <«HMCKYCCTBEHHBIX» HOTTSAX MEIUIIMHCKOM CeCTpHI,
C 3arpsi3HEHUEM €MKOCTeU ¢ MUCTUWIIMPOBAHHOM BOIOM,
peaHMMAIIMOHHBIX amnmapaToB W JAe3WHGUIIUPYIOIINX
cpeactB [49]. B cBsi3au co cmoOCOOHOCTBHIO KieOcues
JUTUTENIBHO COXPAHATLCS BO BHEIIHEM cpelle B CTALMO-
HapHBIX YCIOBUSIX (POPMUPYIOTCS «BHYTPUOOJIbHUIHBIE»
KJIOHBI C MHOKECTBEHHOM YCTOMUMBOCTHIO K AaHTUOUOTH -
KaM, ne3uH@ekTaHTaMm, obanaolire reHaMu, KOTOphIe
KOAMPYIOT «OCTpPOBa TAaTOreHHOCTU» [4]. BojsbHUYHbBIE
mTaMMbl Kl pneumoniae XapaKTepu3yIOTCSI TIOJUPE3U-
CTEHTHOCTBIO K aHTUMUKPOOHBIM TperapaTam, 4To 00y-
CJIOBJICHO B OOJTBIIMHCTBE CITyYaeB HATUIMEM [-JTaKTaMas
pacIIMpeHHOTo CreKTpa AeicTBusa. B nureparype nme-
IOTCS COOOIIEHUST O PacrpoCTpaHEHWU B JIETCKUX CTa-
1IMOHapax mTaMMoB Kl. pneumoniae, TIpOAYLAPYIOIINX
kap6arieHemasbl [11, 50]. BHyTpuOOIbHUYHBIN HEOHa-
TaJbHBI KjeOcHeuie3 XapaKTepusyeTcsl TpYIIOoBOiA

BCTIBIIIIEYHOM 3a00JIeBAEMOCTBIO, TSIKECThIO KIMHUYE-
CKHUX (hOPM U BBICOKOM JieTalbHOCThIO. [1pn HeoHaTasb-
HOM CeTICHce, BBI3BAHHOM KapOareHeMpe3UCTeHTHBIMU
wrtamMmmaMu Kl pneumoniae, N€TaJbHOCTb JOCTUTAeT
33—40% [29]. B uccnenosanuu H. Akturk u coasr. [30]
(2016) BBISIBIEHO, YTO B CpemHEM 4Yepe3 7 MHEW Tocie
konmoHuzatmu KI. pneumoniae y 39% neteii B oTmene-
HUW WHTEHCUBHOW Tepanmuu pa3BUjach TeHepalan30-
BaHHas1 KjebcuemnesHas nH@ekuuss, Kkotopasg y 62,5%
JeTeil mposiBiisiack Gaktepuemueit, y 16,6% — WBJI-
acCOLUMUPOBAHHON THeBMOHUEH, Y 8,3% — BeHTpH-
KyauToM, Y 8,3% — BHYTPUOPIOIIHBIMU WH(MEKINIMUA
ny 4,1% — uHbeKnreit MOYEBBIX ITyTEH.

WMBJI-accoumnpoBanHasi ITHEBMOHUS, OOYCJIOBJICH-
Has KI. Pneumoniae, — onviH 13 HanboJiee YaCThIX BapU-
AHTOB HO30KOMHAIbHON MHMEKIIMU Y HOBOPOXKIEHHBIX
neTeil. Pa3BUTHIO TaKoil THEBMOHUHY y MJIAIEHIIEB TIPE/I-
IIECTBYIOT PECIMPATOPHBIN AUCTPECC-CUHIAPOM, CHH-
JIPOM acTpalliyv OKOJOTUTOMAHBIX BOM, CHHAPOM paHHei
MOCJEPOAOBON aanTalluy JBIXaHWS, CEePAEeYHO-COCY-
MUCTOW CUCTEMBI W IIEHTPAJbHOW HEPBHOW CUCTEMBI.
WBJI-acconmnpoBaHHasi TTHEBMOHUST XapaKTepU3yeTCs
3HAYUTENIBHBIM OOBEMOM TTOPaXXKEHUST JIETKUX, TSKe-
JIbIM TOKCUKO30M, BbIPaXKE€HHOI JIbIXaTeJbHOU HenocTa-
TOYHOCTBIO W YacTBIM pa3BUTUEM TeMOIMHAMUYECKUX
W HEBPOJOTMYEeCKNX HapylneHuir. CMepTHOCTb ITOCTH-
raet 14% [51].

Klebsiella spp. cnyxut HauOojee YacTOl MPUYU-
HOI cericuca HOBOPOXIEHHBIX [52] — camoii TsKesoi
dopMoii HeOHaATaJbHOU KJIeOCHeNJIe3HON WHMEKIINN.
JleTanbHOCTD TIPU KJIEOCUENJIE3HOM CETICUCE TOCTUTaeT
25—40%, npuyeM camasi BbICOKasl JIETAJbHOCTh DPETU-
CTpUpPYETCS Y HOBOPOXIECHHBIX JETe ¢ Maccoil Tenia
menee 1500 r [46].

B cootBercTBUM ¢ oTyeToM COBEIIaHUST DKCIIEPTOB
0 CETICUCY Y HOBOPOXKAEHHBIX 1 neteii (8 mrons 2010 r.,
EMA, JloHnoH) cerncuc MOXeT ObITb TUArHOCTUPOBAH
Ha OCHOBaHUM 2 KJIMHMYECKHX M 2 J1abOpaTOPHBIX KPU-
TEpHUEB WM TIPU TIOJYYEHUM TTOJIOXKUTEIBHON KYJIbTYPhI
KpPOBM Yy MalMeHTa ¢ TpU3HaAKaMK WHQMEKIIMOHHOTO
3a0omeBaHMs. K KIIMHUYECKUM KPUTEPUSIM OTHOCATCS
crenytomye: 1) HecTaOMJIBHOCTh TeMITepaTyphl Tela;
2) reMoaMHaMuJecKast HECTaOUJIbHOCTB; 3) Hanmu-
ype TIeTeXWaJbHOM CHIMU WIM CKIepeMbl; 4) armHo3
WX TIOTPeOHOCTh B PECIMPATOPHOIl  MOMIEpPKKeE;
5) HemepeHOCUMOCTh THUTAHUS WM B3IyTHE >KUBOTA;
6) pa3mpakUTEIbHOCTb, BSJIOCTD VJTA MBIILIEYHAST TUTTOTO-
Hus. JIaBopaTOpHBIMU KPUTEPUSIMU CIIYKAT CIEAYIOIINe
rokazarenu: 1) neiikonenus (<4-10°/11) wim neKoOLMTO3
(>20-10°/n1); 2) OTHOILIIEHKWE KOJMYECTBA HE3PEbIX HEM-
TpoduioB K cyMMapHoMy ux uuciy >0,2; 3) TpoMOGo1u-
torrenus <100-10°/1; 4) ypoBeHb C-peakTHBHOIO 0OejKa
>15 mr/n; 5) runepriaukemust (>180 Mr/mn) wid rumno-
rukemust (<40 Mr/mi) npu ABYKPaTHOM WX OIpejesie-
HUU; 6) MeTabOIMIECKUIA alINI03 C M30BITKOM OCHOBAHUS
(BE) <10 mmonb / a1 [53]. IloBbllleHME KOHLIEHTPALIMU
C-peakTUBHOTO Oejika W/Wu TUTIepOUIUPYOMHEMUST —
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HanboJiee JacThble JabopaTOpHbIe U3MEHEHUS TpU Kiie6-
CUeJJIe3HOI OaKTeprueMu Y HOBOPOXKIEHHBIX.

Knebcuemnsl ABISIOTCS TUANPYIONIMMUA BO30YIUTE-
JISMUA MEHWHTHUTA Y HOBOPOXKIECHHBIX, KOTOPBII OOBIYHO
CJIYXWT TIPOSIBJIECHHEM HeoHaTaJibHOTO cericrca. ITo maH-
HbeIM A. Al-Harthi [54], KI. pneumoniae Gbl1a IpUUUHOMN
pa3BUTHUS OAKTepUATHLHOTO MEHUHTUTA Y HEBPOKIEHHBIX
B 31% cny4aes. 1o nannbim C. Carrie u coast. (2019) [7],
(hakTopamMu pucKa pa3BUTHUS KJIeOCHEIe3HOTO MEHUH-
TUTa y JeTell ObUIM HEeTOHOIIEHHOCTb W BPOXKIECHHBIC
aHOMaJMM MOYEBBIBOASAIIMX IyTeil. KieOcuenne3Hbli
MEHUHTUT XapaKTepu3yeTcsi 0oyiee BBICOKMM YpPOBHEM
cMeptHOCTH (30%) m Oojee 4yacTBIMU HeEOIATOTPUSIT-
HBIMM MCXOIaMU, YeM MEHUHTUTHI IPYTON STUOJIOTHH.

B nmmrepaTtype ommcaHbl ciaydyan WHBa3WBHOM KieO-
cHeJUIe3HOM MHGMEKINN PeAKO JIOKATU3aU Yy JeTei.
«CUHIPOM HEOHATAJILHOTO HEJUTIONNTa-afeHUTa» TIpe-
CTaBJIsIeT CcOOOM JIOKAM30BAaHHOE BOCIAJeHUE KOXU
C peTMOHAPHBIM JTUM(aITeHUTOM, KOTOPHI OOBIYHO pa3-
BMBaeTCS Ha JIMIIE, TTaXOBOM M aKCWIISAPHOM 00JACTSIX
C TIOCJIEIYIOUIUM pa3BUTUEM OakTepremMuu [55].

Kl. pneumoniae MoOXeT cTaThb TPUUYMHOW DPA3BUTHUS
abclieccoB TleYeHU y feTeil. B nmurepaType ommcaHo
38 ciyyaeB THoOITHOTO abcliecca nevyeHu y aereid B Tau-
nange. CpeaHuil Bo3pact AeTeit coctaBui 9,616,2 roza.
OnkoreMaroyiornueckre (28,9%) u remaroonIMapHbIe
(23,7%) 3aboneBaHusI OBUTM HanboJiee YACTBIMU TIPE-
pacrioiaralomyM - GakTopaMu B pPa3sBUTUM JTAHHOTO
3aboneBanus [56]. Hekoropele mramMmmbl Ki. pneumoniae
CITOCOOHBI CHMHTE3UPOBATh SHTEPOTOKCUH U BBI3BIBATh
nuapeto. Kl. pneumoniae — onHa W3 TIPUYUH PA3BUTHUS
HEKPOTU3UPYIOIIETO SHTEPOKOINTA Y HOBOPOXKIECHHBIX
¢ BbICOKOI cMepTHOCThIO (20—30%) [8].

Kl. pneumoniae — ocHOBHOI1 BO30ynuTe b MHPEKIUI
MOYEBBIX TyTeil y AeTeil. Bbicokass yacTota pelUInBOB
3a00IeBaHUsI W TIOSIBJIEHUE YPOTIAaTOTE€HOB C MHOMXKeE-
CTBEHHO JIEKAPCTBEHHOM YCTOMYMBOCTHIO, B TOM YHCIIE
YCTOMYUMBBIX K KapOarieHeMam KI. pneumoniae, Tipen-
CTaBJISIIOT CEPhE3HYI0 TPOOJIeMy TMeaIuaTpuyd BO BCEM
mupe. B nutepaTtype onvcan penkuit ciaydai JeTaibHOTO
ucxona y 13-MecsiaHOro pedeHKa ¢ TeMOJTUTUKO-YPEMU-
YECKUM CHHAPOMOM, pa3BUBIIEMCS Ha (POHE dMITUEMBbI
TUIEBPBI U CEeTicuca KJieOCUeie3HOM aThuojioruu [57].

AHTUMUKpPOOHasT Tepamnus KiieOcueie3Hol MHQpeK-
LIMM Y JeTeil TpobieMaThyHa B CBSI3M C TTOJIMPE3UCTEHT-
HocTbIO Kl. pneumoniae n BO3paCTHBIMU OTpaHUYEHUSIMU
IIJIST HOBBIX aHTMOMOTHMKOB. BbIOOp mMpemnapaToB 3aBuU-
CHUT OT TSDKECTU KjleOcHesuie3HOM MH(PEKIUN U CIIeKTpa
YYBCTBUTEJILHOCTU K MPOTMBOMUKPOOHBIM TIperapaTam
LUPKYJIUPYIONINX B CTallMOHApe KIMHUYECKUX M30-
JIITOB KjieOcuer 1 Bo3pacta pebdeHka [25]. AHTHOMO-
TUKMA He TIOKa3aHbI TTPU 0€CCUMIITOMHON KOJOHU3ALIUKN
KJIeOCHeTaMy KeJTyI0YHO-KUIIIEYHOTO TpaKTa M POTO-
[JIOTKH, 32 MCKITIOYEHUEM CITydaeB BHYTPUOOJIbHUYHBIX
Benbiiek. tammer K. pneumoniae, miponyuupyoonme
B-makTaMaspl PaCIIMPEHHOTO CIIEKTpa, B Pa3TUIHON
CTeTICHM WHAKTUBUPYIOTCSI WHTUOMTOpPaMM [-JTaKTamas’
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(HarpuMep, CyTbO0aKTaMOM, Ta300aKTaMOM, KJIaByJlaHa-
ToM, BabopOakTamoM, aBubaktamom). B cBsI3u c BbICO-
KOW YacTOTOW MpOMyKIMU [-JaKTaMa3 paclIMpPeHHOTO
CIIeKTpa KapbareHeMbl TIpU3HAHBI TIperapaTaMu BbIOOpa
B OMITMPUYECKON Teparmuy MHBa3WBHBIX (DOPM KiiebcHe-
Je3Hoil nHdekuuu [9].

BrisiBiIeHrEe TIpOAyKIIMKM KapbarieHeMas JiejiaeT Helle-
JIecooOpa3Hoii  MOHOTepamnuio KapOarmeHeMaMu, —Jaxe
Mpyu  HaIMINKM  (HEHOTUITUYECKON  UYYBCTBUTEIBLHOCTU
K HUM. [Ipy MUHMMaTbHON TOHABIISIONIEH KOHIIEHTpA-
i (MITK) <8 mKr/mMia mast MmepornieHeMa B HEKOTOPBIX
cIydyasix BO3MOXKHO TPUMEHEHMEe KOMOWMHUPOBAHHBIX
PEXMMOB TepaITiK, BKITIOYAIOIINX MEPOIIeHEM B MaKCH-
MaJIbHBIX 103aX, aMUKALMH, (POCHOMMITNH, TUTSILIUKIINH,
MOJIMMUKCUHBI B Pa3IMYHBIX KOMOMHauMsX. B ciydae
Boicokoit MITK meporieHema MOXET TTPOBOIUTLCS KOM-
OUHMpOBAHHAS Teparnust ¢ moJuMUKcuHoM. [lpu ycroii-
YMBOCTU DHTePOOAKTEPpUil K KapbarieHeMaM, 00yCIIOBIICH-
HOW TPOMYKIIMEe CepUHOBBIX KapbOarieHeMas, BBICOKOM
3¢ GeKTUBHOCTBIO  o0JamaeT  1edTa3unanuM/aBuoakTaM.
B cnygae mpopykunm metamuiopepMeHTOB, 00J1agaloIImX
BBICOKOM THUAPOJUTUYECKON aKTUBHOCTbIO W HE WHTU-
OUpyeMBIX aBUOAKTAMOM, a TakKXe TMpU OJHOBpPEMEH-
HOI MpOAYKIIMM HECKOJIbKUX KapOarieHemas (Haubosee
yacteiii BapuaHT — OXA-48 + NDM) moxer mpume-
HSITBCS coueTaHue liedTasuanuma/aBubakraMa 1 a3Tpeo-
Hama, BBOIMMBIX OlHOBpeMeHHo. lledraszmnum/aBrbak-
TaM, UMUTIeHeM/pesiebakTaM 1 MeporieHeM,/BabopOakTam
BKJTIOYAIOT HOBBIE WHTMOUTOPHI [-JTAKTaMasbl, KOTOPBIE
TaKkKe MHTHOMpPYIOT KapbameHemasnl [9]. Hutpodypan-
TOMH, aMOKCHIIWIJIWMH/KIaByJIaHatT, LedaaocrmopruHbI
TPEThETO TTOKOJIEHUS, aMUHOTJIMKO3UIBI M CYJTIb(aMeTOK-
€a30J1/TpUMEeTaPUM MOTYT OBITh PACCMOTPEHBI TS Jieue-
HUSI HETsDKebIX (hopM BHEOOJILHUYHON KiieOCHeUIe3HOM
nHpekuu y nereit [58]. Tlpemapathl OGakTepuodaron
MOXHO pacCMaTpUBaTh JUIS JIeYeHUS W TPOMUIAKTUKA
WH(DEKINI, BbI3BAHHBIX SKCTPEMAIbHO aHTUOMOTHUKOpE-
3UCTEHTHBIMU KI. pneumoniae 1O pe3yabTaTaM UYyBCTBU-
TEJIbHOCTH BBIIEJICHHOTO IITaMMa [59].

3aknovyeHue

Takum o0Opa3oM, HaHHBIE JUTEPATyphl CBHUICTENb-
CTBYIOT, uTO Kl pneumoniae — 3HaYMMBbIil BO30OYIUTENb
BHYTPUOOJTBLHUYHBIX UM BHEOOJIBHMYHBIX WHGEKIIUH
y nereil (MpenMyiecTBEeHHO HOBOPOXIEHHBIX), CITOCO0-
HBII BBI3BIBATH Pa3TUYHBIE O CTETIEHN TSKECTU U JIOKa-
JIN3alMU  MH(GEKIMOHHO-BOCTAUTEIbHBIE TTPOLIECCHI.
AKTyaTbHOCTb KJIeOCHesIe3HON NH(PEKIMU B TTOC/IeTHee
NEeCSTIIETHEe BO3pPAcTaeT B CBSI3W C POCTOM YCTOWUM-
BOCTM BO30OYIWMTENsT K aHTMOAKTepHATbHBIM Iperapa-
TaM W pacrpoCTpaHEeHUEM B YeJIOBEYEeCKOW TOMYISIINT
«TUTIEPBUPYJICHTHBIX» ITaMMOB Kiebcuest. Heobxo-
JUMBI CTPOTHE Mepbl MHPEKIIMOHHOTO KOHTPOJISI U KOH-
TPOJIT aHTUMHUKPOOHOI Tepanmu MHMEKINA, BBI3BAaHHBIX
JIEKAPCTBEHHO-YCTOWYMBBIMA U OMHOBPEMEHHO «THIIEP-
BUPYJIEHTHbIMU» KI. pneumoniae, 4TOObI OCTAHOBUTDH UX
JaJTbHEHIIee pacIpocTpaHeHHE.
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OPUINMHAJIbBHbBIE CTATbU

KimHuko-naToreHeTHdecKre XxapakTepucTuku auapeiinoro cuaapoma npu COVID-19 y nereid

C.B. Xaauyanuna', B.A. Iozousx’, B.A. Anoxun’, X.C. Xaepmomos', I M. Kypoanosa?, A.M. 3axuposa’

'PreQy BO «KasaHckumii rocyaapCTBEHHbIN MEAULIMHCKNIA yHUBepcuTeT» MuHagpasa Poccun, KasaHb, Poccus;
2TAY3 «PecnybnvkaHckas knmHudeckas MHdekumoHHas 6onbHuLa M. npodeccopa A.d. AradpoHosa» MuHaapasa
Pecnybnuku TatapcTtaH, KazaHb, Poccus

Clinical and pathogenetic features of diarrheal syndrome in COVID-19 in children
S.V. Khaliullina', V.A. Pozdniak’, V.A. Anokhin', Kh.S. Khaertynov', G.M. Kurbanova?, A.M. Zakirova’

'Kazan State Medical University, Kazan, Russia;
2Agafonov Republican Clinical Infectious Diseases Hospital, Kazan, Russia

UsBectHo, yT0 SARS-CoV-2 cnocodeH mopaxkaTth KeJIyJA0YHO-KMIIEYHbI TPAKT, BbI3bIBAs pa3/MyHbie cCUMOTOMbI. IIpakTmka
MOKa3bIBAET, YTO KJIMHIYECKHE NPOsiBIeHNs quapeiinoro cuaapoma npu COVID-19 He yKiaapIBalOTCS B KIACCHYECKHE MPOSIBIEHAS
ocMoTHYECKO# tnaped. Hepeko perucTpupyioTcs ciiydyau NopakeHusi HIZKHUX OT/IEJI0B KMIIEYHUKA.

Heas uccnenoanus. OueHKa 0coOEHHOCTel KIMHHYECKMX MPOSBJIEHHI M Ja0OPATOPHBIX MOKAa3aTelieil IMAPEHOT0 CHHIPOMA
JUIS onpe/iesieHUs1 BO3MOXKHOTO MeXaHU3Ma MOPAKEHHs JKeJly10YHO-KUIIeyHoro Tpakra y aeteit ¢ COVID-19.

Martepuaisl u MeToabl. Ha 6aze PKUB r. Kazanu oocienosansi 80 namueHToB: 40 0ToOpaHbl B OCHOBHYIO IPYIIINY C AMAPeeii v MO -
TBepKIeHHbIM AuarHo3oM «COVID-19», 40 — B KOHTPOJIbHYIO TPYNITYy C POTAa- WM HOPOBUPYCHOI MH(ekuueil. O0cienoBanue
BKJII0YAJIO €2KeTHEBHbIIi 0CMOTP, JIA00PATOPHBIE UCCJIEA0BAHMS 15l OLEHKH KJIMHUYECKHX 0COOEHHOCTEll TeUeH s, STHOJIOTHIECKOi
paciupoBKH, U3yUeHHs1 NATO(PU3MOJ0rHIecKuX Mexann3moB quapeu npu COVID-19.

Pe3yapraTel. COVID-19 oTiiyaercs oT KIaCCHYECKHX BUPYCHBIX AMapeii 00siee BbIPAKEHHBIM KATAPaIbHO-PECHHPATOPHBIM CHH-
npomoM (p<0,001), nuperuyeckoii uxopaakoii (p=0,001). PBora Goibllie XapakTepHa ISl poTa- U HOPOBUPYCHBIX MH(eKumit
(p<0,001). SARS-CoV-2 nocroBepHo yaiie BbI3bIBaeT KIMHNYECKYI0 KAPTHHY AUCTAIbHOro Kosmuta (p=0,034). [1aimueHTOB C OBBI-
LIEHHBIM YPOBHEM YIJIEBOJIOB B KaJie HAO/IONA/IM Yaiie B Ipynine BUPYCHBIX quapeii, a KaabnporektuHa — B rpynne COVID-19
(»<0,05). BoipakenHoe HapylleHHe KAaY€CTBEHHOTO M KOJMYECTBEHHOTO COCTABA KHIIEYHOH MHUKpPOdopsl (oJjiee XapakTepHO
IS nanuenToB, mHGumupoBanubix SARS-CoV-2.

3akmouenue. ITosyyeHnbie pe3yibTaTbl MO3BOJSIOT NMPEANONATATh CJOXKHBIA reHe3 MOPAKEHUs JKeJNYT0YHO-KUIIEYHOTO TPAKTA
y aeteii ¢ COVID-19, KoTopblii BKJIIOYaeT NPU3HAKN KAK OCMOTHYECKOr0, TAK H 3KCCYAATHBHOrO (HHBA3MBHOI0) MEXaHM3Ma 00pa-
3o0BaHus Auapen. OYeBUIHO, YTO MOPAKEHHE JKeTyN0YHO-KuieyHoro TpakTa npu COVID-19 — muorogaxkTopHslii mpouecc.

Karouegvte caosa: demu, ouapes, COVID- 19, pomasupychuiii eacmposnmepum.

Ansa untupoBanuns: Xanunynnmna C.B., [Mo3aHsk B.A., AHoxuH B.A., XaepteiHoB X.C., KypbaHoBa .M., 3akupoBa A.M. KnuHuko-naro-
reHeTu4yeckne XxapaktepucTuku avaperiHoro cuHgpoma npu COVID-19 y peteii. Poc BecTH nepuHarton v neguatp 2023; 68:(5): 30-36.
DOI: 10.21508/1027-4065-2023-68-5-30-36

SARS-CoV-2 is known to be able to infect the gastrointestinal tract, causing a variety of symptoms. Practice shows that the clinical
presentation of diarrheal syndrome with COVID-19 does not fit into the classic manifestations of osmotic diarrhea. Cases of lesions
of the lower intestine are often reported.

Purpose. The study aims at evaluation of the features of clinical manifestations and laboratory parameters of diarrheal syndrome
to determine the possible mechanism of gastrointestinal damage in children with COVID-19.

Material and methods. 80 subjects were examined on the basis of the Kazan Regional Clinical Hospital. 40 patients were selected
for the main group with diarrhea and a confirmed diagnosis of COVID-19, 40 for the control group with rota- or norovirus infection.
The examination included a daily examination, laboratory tests to assess the clinical features of the course, etiological decoding, study
of the pathogenetic mechanisms of diarrhea in COVID-19.

Results. COVID-19 differs from classical viral diarrhea in more pronounced catarrhal respiratory syndrome (p<0.001), pyretic fever
(p=0.001). Vomiting is more typical for rota- and norovirus infections (»<0.001). SARS-CoV-2 is statistically significantly more
likely to cause clinical scenario of distal colitis (»=0.034). Patients with increased levels of carbohydrates in the feces were observed
more often in the viral diarrhea group, and calprotectin — in the COVID-19 group (p<0.05). A significant qualitative and quantitative
imbalance of the intestinal microflora is more typical for patients infected with SARS-CoV-2.

Conclusion. The conducted study suggests a complex genesis of gastrointestinal lesions in children with COVID-19, which includes signs
of both osmotic and exudative (invasive) mechanisms of diarrhea formation. Clearly, GI lesion in COVID-19 is a multifactorial process.

Key words: children, diarrhea, COVID- 19, rotavirus gastroenteritis.

For citation: Khaliullina S.V., Pozdniak V.A., Anokhin V.A., Khaertynov Kh.S., Kurbanova G.M., Zakirova A.M. Clinical and pathogenetic
features of diarrheal syndrome in COVID-19 in children. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 30-36 (in Russ). DOI: 10.21508/1027—-
4065-2023-68-5-30-36

pPaTUIIMOHHO CYUTAETCS, YTO MUIIEHBIO pecrupa-

TOPHBIX BHUPYCOB, B TOM 4YHCJie HOBOTO BapHWaHTa
KOpOHaBUpYyca, CyXaT OpraHbl abixaHus. Bmecte ¢ Tem
HaKOIUIEHHBI B oTHOIeHNN SARS-CoV-2 ombIT mmoka-
3aJ1, 4yTo 3To He Bcerna. [larorenes COVID-19, cBsizan-
HBII ¢ y9acTHEM TJIaBHOM MUIIIEHU BUpYyca — pelernTopa
aHTMOTEeH3MHIIpeBpaliapIiero ¢epMeHTa 2-ro THUIA

(ATID-2) — OGenka, KOTOPBIM 3KCIPECCUpPYeTCs pas-
JIMYHBIMM KJIETKAMM OpraHM3Ma 4ejioBeKa, Ipenrosia-
raeT pa3BUTHE IIMPOKOTO CIEeKTpa MmopaxeHuil. Peuern-
Top AIID-2 mmMpoko MpeAcTaBlIeH B KJIETKAaX BEPXHUX
W HUKHUX JIbIXaTeJIbHBIX MTyTei, MeHbIlIe — B MUOKap/IE,
MOYEYHOM SIUTEJINU, SMUTETUU TIEYEHU U KETUEeBBIBO-
NSIIUX TTyTei, B 9HA0TeIMAIbHBIX KileTkax. Hanbonbiee
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KOJIMYECTBO PELENTOPOB HAXOMUTCS Ha TOBEPXHOCTU
SIUTENNS KeTyaKa, IBEHATUATUTIEPCTHON, TOIB3IOII-
HOM M MpSMON KWIIOK; TaK, HampuMep, ero KOHIIeH-
tpauus B 100 pa3 Bbiiie, yeM B jerkux [1]. TTopaxkeHnue
BUPYCOM  KEIYIOYHO-KUIIEYHOTO TpaKTa JIOKa3aHO
U TIpU THUCTOJOTMYECKUX WCCIEeNOBaHUSIX: B OMONTA-
TaXx TKaHW KUIIEYHWKA WHGUIIMPOBAHHBIX TMALIMEHTOB
oOHapy:KeHbI KaK BUPYCHbIE HYKJIEOKATICUIHbIE OEJIKH,
TaK U camMu BUpycHble yactuilsl [2]. W. Wang u coaBr.
[3] B 2020 r. cMoriM OOHApYXWUTh B Kajie MAllMEHTOB
xuBoii Bupyc. PHK SARS-CoV-2 B kane oOHapyxuBa-
etcst bonee yeM y 50% GonbpHbIx COVID-19 [4]. Pe3ymb-
TaThl KOMIIBIOTEPHOI TOMOTpaduM CBUICTETHCTBOBAIMN
00 M3MEHEHMSIX CTeHKM KulleyHuKa y 31% mauueHToB
¢ COVID-19 [5].

YacTtoTa perHCcTpaliid TaCTPOIHTEPOJIOTUIECKOMN
CUMMTOMATUKHU MPU KOPOHABUPYCHOI MH(DEKINU, 00Y-
cinopieHHO SARS-CoV-2, o pa3HbIM OlLIeHKaM MOXET
cocTaBlATh oT 2 1o 60% ciyuyaeB [1—6]. ¥V neteit Kim-
HUYecKast KapTUHA TTOpaXXeHUs KeJTYI0YHO-KUIIEIHOTO
TpakKTa cX0xa ¢ TAKOBO# BO B3pOCJIOi nomnyasiuu [4, 6,
7]. KnuHuveckue mposiBIeHUs MOPaKeHUs KeTyT0UYHO-
kumeyHoro tpakta npu COVID-19 B nieioM onuvcaHbl
JIOCTATOYHO TOAPOOHO W BKIIOYAIOT AUAPEIO, TOIII-
HOTY, PBOTY M 0OJIb B XXMBOTe. [Ipu 3TOM BBISIBIISIOTCS
HEKOTOpPbIE Pa3INUMsI B Pa3HBIX BO3PACTHBIX TPYIIax,
B 3aBUCUMOCTH OT IUPKYJUPYIOIIETO B TIEPUOI HAOITIO-
neHust mramma SARS-CoV-2, Tsskectn 3aboseBaHwMs,
BBIOOpA TEepaTiu 1 Jp.

C yuerom Toro, uro COVID-19 — BupycHas
WHQEKIsI, BMOJIHE OXUIAeMO, YTO BapWaHThI Mopa-
SKEHUS XKeJyTOYHO-KHUIIIEYHOTO TPAaKTa JOJIKHBI COOT-
BETCTBOBATb APYTMM BUPYCHBIM IHApesM, sl KOTO-
pPBIX XapaKTepHO pa3BUTHE KIMHMYECKOW KapTUHBI
ractposHTepuTa. OmHAKO M3ydeHHBbIE OCOOEHHOCTHU
rmaToreHe3a, HAKOIUIEHHBIN IO JaHHBIM JIUTEPaTypPhI
OITBIT M COOCTBEHHBIE HAOTIOJEHUS YKA3bIBAIOT HA BO3-
MOXHYIO 3aMHTEPECOBAHHOCTh HUKHUX OTIEIOB XKeJTy-
JMIOYHO-KMIIIEYHOTO TpaKTa B OTJIMYME, HapuMep,
OT MPEUMYIIECTBEHHOTO MOPaXXeHMUsI TOJBKO XeJTyaKa
M TOHKOW KHWIIKK TMPU pPOTa- WIU HOPOBUPYCHBIX
nHpekuugax [1, 5, 6].

Ilenp wWccnenoBaHus: oOllcHKAa OCOOEHHOCTEN K-
HUYECKUX TIPOSBICHUI M JTaOOpaTOPHBIX ITOKa3aTesei
IUapefHOTO CHHApPOMA JJIST OTpeNeSicHUs] BO3MOXKHOTO
MeXaHu3Ma TTOPaKEHUS KeTyIOUHO-KUIIIEUHOTO TpaKTa
y neteit ¢ COVID-19.

XapaktepucTtuka geten u MeToabl UCCNneaoBaHNSA

B nepuon ¢ okTsa6pst 2022 r. mo maii 2023 r. Ha Ga3ze
PecnybnnkaHckoil KmHUYecKol MHGEKIMOHHON 00Jb-
Huibel uM. ipod. A.D. Aracdonosa (KazaHb) mpoBeneHo
nepekpectHoe uccienoBanue. [lepen Hauaaom pabOThI
MBI TIPOBEJM TUJIOTHOE WCCIIEIOBAHWE C OLIEHKOI BO3-
pPacTHOM CTPYKTYpPhI TOCTTUTATM3UPOBAHHBIX AETEl ¢ M3Y-
yaeMmoil mnartosiorueil mwiss HOpMUPOBaHUS aneKBaTHOM
BBIOOPKHU. DTO CBSI3aHO C TeM, UTO IO pe3yabTaTaM Cco0-
CTBEHHBIX HAOTIONEHMI U TT0 JaHHBIM JINTEPATYPhI, BO3-
pacT aeTeil, TOCIMTAIU3UPOBAHHBIX C KIMHUYESCKUMU
npousHakaMu COVID-19 u TpaaviiMOHHBIX BUPYCHBIX
Japeii, CyIecTBeHHO pasnmuyaics [6, 7]. JeidcTBUTEIbHO,
MpY CIAy4aiiHOM OTOOpe MAllMeHTOB B TPYMITbI OHM OKa-
3aJIMICh HECOTIOCTaBUMbI MO Bo3pacTy. Hetu, wHOUIIM-
poBaHHble SARS-CoV-2, ObuM 3HAYUTENIBHO MJAIe
(»<0,001). Ha ocHOBaHMM 3TOTO OBUIO TPUHSITO pellIeHUE
npu oTOOpe aeTeli B KOHTPOJIbHYIO Tpymily (¢ Jjabopa-
TOPHO IOKA3aHHBIM TWATHO30M pOTa- WJIA HOPOBUPYC-
HOIi Avapen) TOTOJHUTEIBHO YUUTHIBATh Bo3pacT. Takum
00pa3oM, crocod oTdopa AeTeil B TPYITy C BUPYCHBIMU
IrapesiMu ObIJT CXOX C METOIOJIOTHE 0TOopa «KOHTPO-
Jiel» B MCCIIEMOBAHUH CITy9ali—KOHTPOJTb: KaXkIOMY TTally-
€HTY B OCHOBHOW TpYITITe TTOAOMPATN COOTBETCTBYIOIIYIO
10 BO3pacTy Iapy B KOHTPOJIbHOI. Beero 6butn oToOpaHbI
80 6osbHbBIX: 40 COCTaBUIM OCHOBHYIO TPYMIy C Auapeeit
1 noaTBepxkaeHHbIM auarHozoM COVID-19, 40 Boumm
B KOHTPOJIBHYIO TPYMIy C pOTa- WIM HOPOBUPYCHOI
nHpekymein. Kpurepun BKIIOUEHUS: BO3pACT MJIAJIIIE
18 j1eT, oTCyTCTBHE HEOOXOAMMOCTY B MHTEHCUBHOM Tepa-
muu. Kputepun oTKaza OT BKITIOYEHMS: TSDKEJTbIE COITYT-
CTByIOIIIME 3a00JIeBaHUsI, XPOHWYECKUE 3a00JieBaHUs
SKEJTYTOYHO-KHUIIIEYHOTO TPAKTA.

HaGnoneHre manveHTOB OCYIIECTBIISUIM B TeUYEHUE
BCEro Cpoka npeObiBaHMS B cTaimoHape. O0cienoBaHue
BKJTIOUAJIO €KeTHEBHBIN OCMOTP, JTaOOpaTOPHBIE UCCITEN0-
BaHUSI: OOIIEKJIMHUYECKUI aHAIN3 KPOBU, OOIIIMIA aHATIU3
MOYH, KOTTPOLIMTOTpaMMy, OMOXUMWIECKUIT aHAJTN3 KPOBU
(ompeneneHre YpoBHs O0IIETro OeJika, IJTIOKO3bl, aTaHUH-
1 acnaprataMuHoTpaHchepasbl, C-peakTMBHOTO Oelika,
YPOBHSI JIaKTaTa), OIpelesieHne KHUCIOTHO-OCHOBHOTO
cocrosiaust (pH, BE) u ypoBHs anektponutoB (Na, K).
[nst BepuduKaMy 3TUOJIOTUN 3a00JIeBaHMSI, UCTIOIb3YsI
CMBIB M3 Hocoriotku u Kai, onpenensin JJHK/PHK,
anTureHsl Bosoynureiaeit COVID-19 u ocTpbix Kuiiey-
HBIX MHQPEKIINIT METOIOM ITOJMMEpPa3HOI LIEMHOM peak-
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Tabauya 1. Knnuanyeckue xapakrepuctuku namuentos ¢ COVID-19 u pora/HopoBUpYCHBIME HHDEKIUAMEI
Table 1. Clinical characteristics of patients with COVID-19 and rota/norovirus infections
Bo3oymureas OKU
TpusHak SARS-CoV-2 PB/HB P
n=40 n=40 (37/3)
Yucio neBouek, n (%) 14 (35) 15 (37,5) 0,816
Cpennuii Bo3pact, mec (Me [MKP] 4,5[2; 10] 6,5[3; 13] 0,504
Hetu o rona, n (%) 31(77,5) 31(77,5)
Hetn 1-5 ner, n (%) 6 (15) 6 (15)
Macca tena, kr (Me [MKP]) 8 [5,8;10,1] 8,116,8; 10,5] 0,761
Jlerkast BOH (rumorpodwus 1-i, 2-it ctenenn), n (%) 4 (10) 10 (25) 0,069
,(D,AZZHE 18[0£;3],1)m Ha MOMEHT TOCIUTATU3AIU1 22: 5] 2(1: 3] 0.861
gf;z(l](‘);eﬁlﬁ?;]};omb npeObIBaHMS B CTallMOHAPE, 5[4.5: 6] 5 [4: 6] 0,842
®opma TsKecTH, 1 (%)
JIerkast — 1(2,5)
CpeIHeTsDKeast 37 (92,5) 38 (95) 0,644
TSKeas 3(7,5) 1(2,5) 0,304
KarapanbHblit cuazpoM, # (%) 26 (65) 5(12,5) <0,001
PecrmmpartopHsbIit cuHIpoM (Karmeins), 7 (%) 29 (72,5) 3(7,5) <0,001
VYposenb nopaxenusi ZKKT: ractpur, racCTpo3HTEpUT, 22 (55) 31(77.5) 0,034
sHTEpUT, 1 (%)
SHTEPOKOJIUT, FaCTPOIHTEPOKOIUT, # (%) 18 (45) 9 (22,5) 0,034
B TOM YHCJIe TeMOKOJUT, 7 (%) 4(10) 1(2,5) 0,166
Beicora nuxopanku, °C (M, 95% A1) 38,9 (37,5—40,2) 38,3 (37,8—39) 0,395
Temmeparypa teaa >39 °C, n (%) 21 (52,5) 7 (17,5) 0,001
IIponomkutensHOCTD Tuxopanku, 1au (Me [ MKP]) 3,5[3; 4] 312,5;4] 0,317
Yacrora ctyna (Me [MKP]) 43; 5] 815; 10] 0,347
ITponomkurenbHOCTD cTyna, iHu (Me [ MKP]) 3,512; 5] 51[4;6,5] 0,587
PBora, n (%) 13 (32,5) 32 (80) <0,001
Yacrora pBotsl (Me [MKP]) 2[1; 3] 5(3;7] 0,015
[IponomkuTebHOCTH pBOTHI, THU (Me [MKP]) 1[1;4] 2[1; 3] 0,806
CHHIPOM U30BITOYHOTO ra3000pa3zoBanus, 1 (%) 24 (60) 27 (67,5) 0,485
AGIOMMHATIBHBINA CUHAPOM, 1 (%) 18 (45) 24 (60) 0,179
O6e3BoxuBanue, n (%) 16 (40) 29 (72,5) 0,003
Keroauunos, # (%) 4 (10) 13 (32,5) 0,013
IIpumevanue. OKWN — octpast kuieunass unodekimsi; PB/HB — pora-/HopoBupyc; BOH — GenkoBo-sHepreTrueckasi HeIOCTaTOYHOCTD;
KKT — XenynouHO-KMILIEYHBII TPaKT.
1IMM, WMMYHOXpoMaTorpauyeckoro aHajausa, IpPOBO- CTaTUCTUYECKUI aHadu3 TIOJIYYEHHBIX JIaHHBIX
AU 0aKTEPUOJIOTMYECKOE UCCIeOBAaHUE Kajla B LIEJISIX MPOBOAWIN C WCIIOJb30BAaHMEM CTATUCTUYECKOW MpPO-
BBISIBJICHUsI MATOT€HHOW KUIIEYHON (hJopbl (IIIUTEsUIbI, rpammbl  Statistica 8 (CILA). AHanu3 cOOTBETCTBUSI
CAIbMOHEJIbI,  IMApEeTeHHble  DIIEPUXUU),  JIETSIM BUIA paclpeneyieHus] TMpPU3HAKa 3aKOHY HOPMaJlb-
IO TO/1a — JIOTIOJIHUTENIBHO YCJIOBHO-TIATOTEHHOM (hJIOpHI. HOTO pACIpENesIeHUs BBITIOJHSAINA C MOMOIIBIO TecTa
Jnst uyyeHust natopr3nosornueckux MexaHu3MoB Ira- MManupo—Yunka. HysneByio rumnoresy OTKIOHSIU
peu B Kajie OMpPEAESsIM OCMOJISIPHOCTL (METOJ OCMOME- NpA TMOPOrOBOM YPOBHE CTAaTUCTUYECKOW 3HAYM-
TpUHU), KOJUYECTBO YIIeBOIOB (MeTon beHennkra), Kajb- moctu (p), paBHoM 0,05. B ciyyae HeBBINIOTHEHWUS
npotekTuH, pH. ¥ neteit ¢ moaTBep>KaeHHBIM TUarHO30M NAaHHOTO YCJIOBMSI HCITOJb30BAJIIM HEMapaMeTpuye-
COVID-19 onpenensiiu PHK Bupyca B kasne. CKMEe MEeTONIbl CTaTuCTUYeckoro aHanusa. [lpu Hop-
POCCUNCKNM BECTHWIK MEPUHATOJIOMMU U MEANATPUN, 2023; 68:(4)
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MaJIbHOM pacrpeie/ieHu Tpu3Haka W3 Mep IIeH-
TpaJdbHOW TEHASHUIMM WCHOJb30Baln cpenHoow (M),
n3 Mep paccesHus — 95% mHOBepUTETBHBIN WHTEP-
Ban (JAM); npu pacripeneneHuu TMpusHakKa, OTJIUYHOM
OT HOpMaJIbHOTO, ompenessin MenuaHy (Me) u mMex-
KBapTuiabHbIE  pasmax (MKP, T.e. 3HaueHus
25-tro  m 75-TO  TIpOLIEHTUJEN) COOTBETCTBEHHO.
Jlnst ompeneneHUs] JTOCTOBEPHOCTU pa3IUUUNl MEXIy
CpaBHMBAeMBIMM TPYIIIaMU, B 3aBUCUMOCTH OT THUIIA
pacrpenesieHUs TPU3HAKOB M KOJIMYECTBa HaOJoIe-
HUi, ucnosb3oBaiu Kputepuu CrbiogeHTa, MaHHa—
YutHu (isi MOPSIAKOBBIX TIEPEMEHHBIX) UM KPUTEPUid
x-kBangpat [TupcoHa (JJisT HOMUHAJTbHBIX JAHHBIX), TOU-
HBIN KpuTepuii @uiepa.

Pesynbratbl

B rpynrie nmeteit ¢ BUPYCHBIMM AWApesIMU THArHO-
crupoBamu 3 (7,5%) caydast HOpOBUPYCHOM MHMEKIINH,
OCTaJIbHbIe TIPUXOAMINCh Ha MHMUIMPOBAHWE POTABU-
pycamu. JlaHHBIE TI0 KJIMHUYECKUM XapaKTepUCTUKAM
TPy MpeacTaBieHbl B Tabd. 1. CpaBHUBaeMble TPYIIITBI
MO0 OCHOBHBIM XapaKTepuCTHMKaM (TTOJI, BO3pacT, mMacca
Teja) He UMETU CTATUCTUIECKH 3HAYMMBIX pa3TAIunid.

DnugaHaMHe3 ObUT TOJOXHUTETbHBIM y 28 (70%)
nereit ¢ COVID-19, nmpuyemM Ha KOHTakKT C OOJIbHBIM
Iyapeeil yKasblBaM JIUIIb 3 pebeHka. B rpymre Bupyc-
HBIX IMapeil KOHTAKT ¢ OOJIBHBIM OTMEYAJICST JOCTOBEPHO
pexe —y 16 (40%) neteit. Jletn ¢ TpOSIBICHUSIMU TUapeEn

Tabauya 2. Pe3yabTaThl CTAHIAPTHBIX JIA00PATOPHBIX HecaenoBanuii namentoB ¢ COVID-19 u pora/HoposupycHbiME HHGeKIMAMA
Table 2. Results of standard laboratory tests for patients with COVID-19 and rota/norovirus infections

Boszoyaurens OKU
ITpusnax SARS-CoV-2 PB/HB V4
n=40 n=40 (37/3)
ObuwekauHuYecKull aHaiu3 Kposu
JIEMKOLUTO3, 1 (%) 11(27,5) 6 (15) 0,171
neiikonenus, n (%) 7(17,5) 2 (5) 0,076
HeTpobues, n (%) 16 (40) 24 (60) 0,073
HeliTporieHus, n (%) 3(7,5) 1(2,5) 0,304
auMbouuTos, 1 (%) 3(7,5) -
mmmbonenus, n (%) 14 (35) 25 (62,5) 0,013
tpombormtel, M (95% AN) 299 (245-351,5) 358,5 (266—466,5) 0,030
anemus (remortooun <110 r/m), n (%) 8 (20) 11 (27,5) 0,430
Buoxumuueckuii ananus kposu, KOC, onpedesenuu snexmporumos, n (%)
runepriaukemus (>6,1 MMoIIb/ir) 14 (35) 1(2,5) <0,001
ANAT >3len/n 18 (45) 17 (42,5) 0,822
AcAT >3len/n 33(82,5) 37 (92,5) 0,177
CPB >5 mr/n 18 (45) 20 (40) 0,655
JTakTaT >2,2 MMOJIb/JI 8 (20) 13 (32,5) 0,204
ammnos (pH <7,35) 11 (27,5) 20 (50) 0,039
rurnioHarpuemust (<135 MMoIb/I1) 21(52,5) 12 (30) 0,041
rurnokanuemus (<3,5 MMOJIb/J) 2(5) 3(7,5) 0,645
Hccnedosanue kana ons onpedenenus mexanusma ouapeu, n (%)
MOBBIIIIEHUE YPOBHSI OCMOJISIPHOCTH (HOpMa <125) 21 (52,5) 28 (70) 0,109
HaJIM4Ke YIJIEBOIOB B KaJie 12 (30) 26 (65) 0,017
pH xana <5,5 — 3(7,5)
pH xana >8 1(2,5) -
HaJIMYKe KaJTbIIPOTEKTUHA 26 (37,5) 7 (17,5) 0,046
HaJu4Ke JIEUKOIIUTOB B Kasie >8 14 (35) 9 (22,5) 0,217
HaJIMYre SPUTPOLIUTOB B Kaje 2(5) 3(7,5) 0,644
creaTopest (HeUTpaabHBIN XKUP) 28 (70) 31(77,5) 0,446
aMusIopest (Kpaxmal) 16 (40) 20 (50) 0,369

Tlpumeuanue. OKW — octpas kuieuHas uHdexuusi; PB/HB — pora/HopoBupyc; KOC — KHCI0THO-OCHOBHOE cocTosiHue; ATAT — anaHu-
HamuHoTpaHcdepasza; AcAT — acnapraramuHorpaHcdepasa; CPb — C-peakTUBHBII O€JIOK.
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JII00O 3TUOJIOTUM TOCIUTATM3UPOBAIUCH JTOCTATOYHO
paHo, B CpenHeM Ha 2-i1 IeHb OT Hauyaja OoJjie3Hu. Pa3-
JIMYUIA TTO0 3TOMY TIPU3HAKY MBI TaKKe He BBIIBUIN. [1po-
JIOJKUTETBHOCTD MPeObIBaHUS MAlEHTOB B CTallMOHApe
B CpaBHMBAeMBbIX TPYMIaXx TakXe CTaTUCTUYECKU 3Ha-
YUMO He pa3inyanach.

IMpakTyecku Bce NeTH, BOILIEAIINE B UCCIIeAOBaHIE,
MepeHOCUIN 3aboJieBaHUE B CPEIHETSIKENoi opme.
JIvib y 3 manyeHToB U3 OCHOBHOM TPYNIbI U 'y OJHOTO
13 KOHTPOJIBHOM 00JIe3HB TIpoTeKaa Tske0. OueBUIHO,
9TO CBSI3aHO ¢ OCOOEHHOCTSIMU BBIOOPKM (HaOJIONEHNE
TTPOBOIMJIN 34 TOCITUTAIM3UPOBAHHBIMUA) U KPUTEPUSIMU
BKJTIOYEeHUsI (OOJbHBIX, HYXKIAIOIIUXCS B peaHUMaIIMOH-
HOM TTOCOOUM, U3 UCCIIeOBAHUS UCKITIOYAIH ).

KaTtapanbHBINE M pecTTUpaTOPHBIA CUHIPOMBI pEru-
CTPUPOBAJIMCh B OCHOBHOWM TpyIIie Yaile, 4eM B KOH-
TpoJibHOI. [Tpr3HaK1 KOMITEHCUPOBAHHOM IBIXaTeIbHOM
HEJIO0CTATOYHOCTH C HOPMAaJbHBIM YPOBHEM HACBIIIEHUST
(catypauuu — Sp) KpOBM KHUCJIOPOJIOM PETUCTPUPOBAIHN
y 2 MalueHTOB OCHOBHOW TPYIIbI. B 3TOl Xe rpyrme
IbIXaTeJIbHAsl HEI0CTaTOYHOCTh ¢ Sp 96% Habmonanach
y4uc Sp <92% — y 3 nereir. Y 4 nereit, nuHGUIUPO-
BaHHBIX SARS-CoV-2, uMenach peHTIeHOJOTMYECKHU
MTOATBEpPKIEeHHAsT THEBMOHMS. B KOHTpOIBHON TpyIiITe
MMAaIlIUEHTOB C IBIXaTeIbHOM HETOCTATOYHOCTHIO HE OBIIO.

JIuxopanka mpy BUPYCHBIX MHPEKIUSIX PEAKO TOCTU-
raeT MAPETUYECKUX 3HAYEHUI, TeMITepaTypy TeJia boee
39 °C HeKOTOpbIE AKCMEPTHl paCCMaTPUBAIOT KaK «Kpac-
HbII (hiar» GakTepuaNbHOW TIPUPOAbI 1Mapeu. B Hatem
WCCIEIOBAHUY Y AETEM C OCTPBIMU KUIIIEUHBIMU WH(EK-
LIMSIMA POTa/HOPOBUPYCHOI 3TUOJOTUN TTUPETUYECKYIO
JIMXOPANKy PETUCTPUPOBAIN TOCTOBEPHO Yallle B OCHOB-
HoI1 rpyrmne (cM. Tab. 1).

IMpomoIKUTETLHOCTh W 9acTOTa SMU30I0B  KUMI-
KOTO CTyJla CTaTUCTUYECKM 3HAUYMMO He pasinvaliich
y JeTeil B cCpaBHMUBAeMBIX rpyrmimax. PBoTy, B TOM 4ucie
MHOTOKPaTHYIO, pETUCTPUPOBAIIM Yallle B TPYIIIe ¢ poTa-
U HOPOBUPYCHBIMU AUapesiMHi. VMI3BECTHO, YTO YacToTa
U TIPOJOJIKUTEIBHOCTh PBOTHI TPU KMIIIEYHBIX WH(pEK-
LIUAX Y JeTeil KOpPeIUpyeT ¢ BBIPAXKEHHOCTHIO 00€3BO-
xuBaHus [8]. B Haiem ucciegoBaHuM 00€3BOXUBAHUE
qalie perucTpUpoOBaIv TakKKe B TPYIIe BUPYCHBIX TUa-
peit. Ilpumaem ecim y nereit ¢ COVID-19 mermnparaums
Obla 1-1 cTereHu, TO B KOHTPOJILHOM TpyIie 00e3Bo-
XKMBaHUE ObLI0 Oosiee BBIpaXXeHHBIM: 19 TalmMeHTOB
numenu l-1o crenenb, 10 — 2-10 creneHb. Ketoarmmos
yalie HaOmomaau B TpyIIe AeTeil ¢ poTa/HOPOBUPYC-
HBIMM JUAPESIMU.

IMopaxkeHre BepXHUX OTAEIOB KEIyTOYHO-KHIIIEeU-
HOTO TpaKTa y MpeACTaBIeHHBIX HAMU TAlMEHTOB Yallle
OBbIJIO CBSI3aHO C DHTEPONATOreHHBIMU BUpPYCaMU, TOTAA
kak SARS-CoV-2 craTucTu4ecKy 3HaYMMO Yallle BbI3bI-
BaJl KJIMHUYECKWE TTPU3HAKKU TUCTAITBHOTO KOJINTA.

JlanHble J1Ta0OpaTOPHBIX MCCIIENOBAHUI TIpeICTaB-
seHbl B Tabn. 2 u 3. Y nmereit ¢ COVID-19 cratuctu-
YeCKM 3HAYMMO Yallle pPEeTruCTPUPOBAIN TOBBILIEHUE
VPOBHSI TJIIOKO3BI TIO0 CPaBHEHMIO C BO3PACTHOW HOp-

OPUINMHAJIbBHbBIE CTATbU

MOW M TUTIOHAaTpreMuIo. [T HUX Xe ObLTA XapaKTepHBI
BBICOKME YPOBHU TPOMOOIIUTOB B KpoBU. OTHAKO HYKHO
OTMETUTh, UYTO CJy4aeB TPOMOOLIMTOIIEHWM B HallleM
WUCCIIeIOBaHUM Mbl He 3apeructpupoBaiu. Jlumdorne-
HUIO B 00IlleM aHaJlN3e KPOBM, allMj03 B KPOBU yYallle
HabJ01aMM y NAUEHTOB C KJIACCUYECKUMU BUPYCHBIMU
KUIIEYHBIMU WHMEKIASIMU.

Pe3yabTaThl KOMPOIUTOTpaMMBl Y HAIIMX TalMeH-
TOB OKa3aJliCh, K COXKAJICHUIO, MATOWMH(MOPMATUBHBIMU
B yactu nuddepeHnaibHoi auarHoctuku. Creatopeto
¥ aMMJIOpero yYalle HaOmomaad Tpu WHGUIIMPOBAHUN
SHTEPOIATOTEHHBIMU BUPYCaMU, a ICHKOIIUTHI B Kajie —
npu COVID-19, Ho cTaTUCTUYECKM 3HAYUMBIX Pa3INIuii
IO 3TUM TIOKa3aTeJIIM MBI TakkKe He Mojydwin. Ilamm-
€HTOB C MOBBIIIEHHBIM YPOBHEM YTJICBOIOB B Kajie OBIIO
GoJibllle B TPYIIe BUPYCHBIX AUApeil, a KaJbIPOTEK-
tuHa — B rpynne COVID-19. Hapyiienue KuiieyHOTro
OuolIeHO3a ObLJIO XapaKTEPHO ISl MAMEHTOB, MH(PUIIN-
poBaHHbIX SARS-CoV-2. B 310l rpymnrme «HopMoOuolie-
HO3» OTCYTCTBOBaJl. B rpymrie ¢ pota/HOpPOBUPYCHBIMU
nuapesiMu 11 manmeHToB He MMEJTM TTPU3HAKOB HapyIle-
HUSI KMIIIEYHOTO COCTaBa MUKPOMIOPHI (CM. PUCYHOK).

OOcyxaeHue

IMaToreHes TOpakeHWI  XEIyIOUYHO-KHUIIEUHOTO
tpakTa nipu COVID-19 no cux mop HaxoguTcs Ha cTa-
IV o0CyXneHus. Psi aKcrmepToB yKasbIBalOT Ha CIO-
cobHocth SARS-CoV-2 HemnmocpencTBeHHO TOpaXaTh
SHTEPOLUTHI, T.e. Ha TIPSIMOUM BUPYCUHAYLIMPOBAHHBIIMA
nuronaruueckuit 3¢ dexr. CrencTtBueM 3TOTO MOXET
OBITh HapyIIeHWE MOTOPHWKM, LIETOCTHOCTH KHUIIEUHOTO
Gapbepa, BOTHO-DJIEKTPOJMTHOTO OajaHC W pPa3BUTHE
mrapen. B 2020 . M. Lamers 1 coaBT. [9] mponeMoHCTpH -
poBas crocooHocTh SARS-CoV-2 mopaxate audde-
PEHILIMPOBAHHBIE SHTEPOIUTHI Ha IKCIEPUMEHTATbLHOMI
MOJIeJT TOHKOM KHMIIIKK YeJIOBeKa, IPU 3TOM € ITOMOIIBIO
KOH(OKAJTBLHOW U 3JEKTPOHHON MUKPOCKOITMY BHYTPH-
KJIETOYHO OOHApYXUBaJIM 3HAUYUTETbHOE UMCIIO BUPYC-
HbIX yacTnil. KpoMe Toro, mpoBeneHNe CEKBEHUPOBAHUS
¥ TUOpUIN3AINH in Situ GUONTATOB KUIIEYHWKA TTAllMeH-
TO0B ¢ COVID-19 1103BO/MIMIO BEIIBUTL BUPYC HETIOCPE -
CTBEHHO B TKaHSAX TOJICTOM W TEPMUHAJIBHOTO OTIea
nons3nomrHoi kumok [10]. C yuyeToM 3TOro IojydeH-
Hble HAMU KJIMHUYECKHUE JaHHbIE TI0 YaCTOTe MMOPaKEeHUST
MUCTAIBHBIX OTAEJIOB KEJYIOYHO-KUIIIEUHOTO TpaKTa
BIOJTHE OOBSICHUMBI.

AHTMOTEH3MHIIpeBpalllalouii pepMeHT 2-TO THUIa
B KUIIEYHHWKE YJYacCTBYeT B IOAMEpPKAaHUU TOMeOocTasa
KUIKOCTU M DJIEKTPOJIMTOB, a TaKXkKe B PETYJISIIUMN
TpaHCIIOPTa M B3aMMOAEUCTBMSI Pa3IMUHBIX MeTabo-
uToB (IIIOKO3bl M amMmuHOKMCIOT) [11]. Hate uccne-
NOBaHWE TIOATBEPAMJIO pPa3BUTHE  BIIEKTPOJUTHBIX
HapyleHuit (TUITOHATPUEMHIO), CKIIOHHOCTh K THIIEp-
rmukeMun y 6oapHBIX COVID-19. CrenyeT OTMETUTD,
YTO B TPYIIe «BUPYCHBIX AUapeil» alumo3 perucTpu-
poBaJiM 3HAYMTEJIbHO Yale. Mbl 00BbsICHSIEM 3TO 00JIb-
e YacToToi (popMUpOBaHUS 00E3BOKUBAHUS 32 CUET
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Xanuynauna C.B. u coasm. KIMHUKO-TIATOTEHETUYECKIE XapaKTePUCTHKM TuapeitHoro cuHapoma npu COVID-19 y netei
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Pucynok. XapakrepucTHKa MUKPOOMOIIEHO3a KUIIEYHUKA Y MAIMEHTOB B 3aBUCUMOCTH OT 3THOJIOTHM 32001eBaHus (B A0COJIOTHBIX

3HaYeHusax. CocTaBjeHO aBTOPOM).

Figer. Characteristics of the intestinal microbiocenosis in patients depending on the etiology of the disease (in absolute values).

YacTOThI 3MU30/I0B PBOTHI, TMOTEPSIMU Ha MEPCIUpaInio
3a CYET BBICOKOW JIMXOPAJKH, MpeobdagaHueM Mopaxe-
HUSI TOHKOM KUIIIKU.

Cypnraror, urto B3ammogeiictBue SARS-CoV-2
¢ ATI®D-2 B XeaymOYHO-KUIIEYHOM TPAKTe MPUBOIUT
K YBEJIMYEHUIO TIPOAYKIIMU MPOBOCHATUTEIbHBIX LIMTO-
KMHOB, TIOBPEXIEHUIO OapbepHOUl (YyHKIIMM 3a CUeT
paspylieHus psiza crielnpUuiyeckux OapbepHBIX Oe-
KOB (OKKJIIOIIMHA, KJIayauHOB U np.) [11]. DTo, B cBOIO
oyepeab, MOXET TPUBECTU K Pa3BUTUIO BOCIIAJICHUS
B KUIIIEUHUKE, B TOM YMCJIE B €r0 TUCTAJbHBIX OTAeaX.
Kpome Toro, HekoTopble ucciemnoBaTeId Tpearoa-
raloT, 4YTO OJHON M3 MTPUUYMH BOSHUKHOBEHUS BOCTIAIN-
TEJIbHBIX pEeaKUMii B Pa3IMYHBIX OT/AeNaX XKeTyTouHO-
KMIIIEYHOTO TpaKTa MOXET CTaThb OIOCPEIOBAaHHOE
SARS-CoV2 cHuxkeHne konuuectBa AIID-2 B Kiter-
Kax CJIM3UCTON OOOJIOUKM, YTO TPUBOAUT K TIOBBIIIE-
HUWP0 ypoBHs aHruoreHsuHa Il (addexropHOro mnern-
TUAA KJACCUYECKOTO TIyTM PEHUH-aHTMOTEH3WHOBOM
CUCTEMBbI), CHMXEHUWIO YPOBHS aHTMOTeH3MHa-1—7
(3 deKTOpHBIN MENTUI ATbTEPHATUBHOTO MYTU PEHUH-
aHTMOTEH3WHOBOW CUCTEMBbI), aKTUBaUMU (haKTopa
Hekposa onyxonu anbda (TNFa) u nedunury tpunro-
dana [12]. Ilpeobnaganue neteil ¢ BBICOKUM YPOBHEM
KaJIbIIpOTEeKTHHA B rpymnme mauueHtoB ¢ COVID-19
OTYACTH MOATBEPXKAAET ITY TUTIOTE3Y.

Hucperynsiius skcnpeccun AITM-2 TecHO cBsI3aHa
C UBMEHEHUSIMU MUKPOOMOTHI KUIleYHuKa. B nccieno-
BaHUSIX Ha MOJEJISIX SKUBOTHBIX TTPU «BBIKJTIOUEHUM» TeHA
skcrnpeccuu AITD-2 HabmogaIM 3HAYUTETBHOE CHIKE -
HUe ypoBHsT abcopOimu Tpuntodana [11, 12]. TTogo6-
Hble M3MEHEHHUS! TPUBOIMIM K CHUXEHUIO CEKpeluu
AHTUMUKPOOHBIX TEeNTUIOB (neheH3MHOB), YTO pac-

cMaTpuBaiy Kak HanboJjiee BEpOSITHYIO PUYNHY pa3BU-
TUS KUIIEYHOTo nucbuosa. Hare uccienoBaHue nmoka-
3aJ10, 4YTO Y O0JIbHBIX, UHpUIIMpoBaHHBIX SARS-CoV-2,
HapylleHWe KUIIEYHOr0o MMKPOOUOolleHO3a JeCTBU-
TEJIbHO pa3BUBAETCS CTATUCTUYECKM 3HAYMMO Yalle,
YyeM MpHU «KJIaCCUIECKUX» BUPYCHBIX OCTPBIX KUIIIEUHBIX
uHbexkuusix. Kpome Toro, nmucoOuotrnyeckue CABUTU
OoJiee BbIpaXKeHbI, CIIEKTP YCIOBHO-TTATOTeHHOM (DIopbI
pasHooOpa3Hee, a CHUXXEHHBI YpOBEHb HOpPMaJbHOM
MUKpOGIIOpsl perucTpupyercs yame. DopmMupoBaHue
CTaTUCTUYECKU 3HAYMMbBIX KOJMUYECTBEHHBIX M Kayde-
CTBEHHBIX pACCTPONCTB cCOCTaBa KUIIEYHOW MMKPO-
onotel ipu COVID-19 Takke 1O3BOJISIET OOBSICHUTH
«3aMHTEPECOBAHHOCTh» HMXHUX OTHEIOB KEJIyIOYHO-
KMIIEYHOTO TpakTta mnpu BupycHoit (SARS-CoV-2)
nuapee.

3aknovyeHue

PesynabTaThl  MCCIeTOBAaHUS  TMO3BOJSIOT  TIpea-
MmoJlaraTh JOCTATOYHO CJIOXHBIA TeHe3 TMopakeHUs
KeNyIoUYHO-KUIIeuHoTo TpakTa y aereit ¢ COVID-19.
HOuapess y Takux ITallMEHTOB OXMIaeMO CBsI3aHa
C OCMOTHUYECKUM MEXaHU3MOM, TTOCKOJIbKY peub WIET
0 BUPYCHOM WHMEKUIUNW W BOBJICYCHUU 3PEJBIX DITH-
TEIMOLMUTOB TOHKOW KUIIKK. B TO ke Bpemst y psaa
MalMEeHTOB MBI HaOMIOZAIM KIWHUYECKYID KapTUHY
JIUCTAJTLHOTO KOJIMTA, YTO BMECTE C BBICOKOW YacTo-
TOU perucTpamnvy B Kaje KaJbIIPOTEeKTHMHA yKa3bIBaeT
Ha BOCTIAJINTEIbHBIN (MHBAa3UBHBIN) XapakTep THapeu.
W, HakoHell, BhIpaXkeHHBIE CABUTH B KUIIEYHOM OMO-
IIeHO3¢e TaKXe, MO-BUAUMOMY, UTPAIOT POJb B pa3BU-
tiu nuapeu ipy COVID-19.
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OPUINHAJIbHBIE CTATbU
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CymectByet MHenue, yto COVID-19 MoxeT ObITh NIPUYMHOI PEAKTHBAIMM reprecBUPyCOB.

ens uccaenoBanus. U3yuntb cOCTOsSIHUE KJIETOYHOTO 3BEHA AJANITHBHOTO IMMYHHTETA NPH COYETAHHOM BAPUAHTE TE€YeHUs reprnec-
upycHbix undekmii 1 COVID-19, onucarh KIMHUKO-1a00paTOPHbIE XAPAKTEPUCTHKH TAKMX COCTOSHUIA.

Marepuansi 1 Meroabl. B 2022—2023 rr. npoBeneHo nepekpectnoe ucciaenosanne. Orodpan 71 naument B Bo3pacrte ot 1 mec
10 16 ner. Kpurepuu BKIIOYEHHS: HATMYME PU3HAKOB OCTPOrO PECHMPATOPHOro 3a00.1eBaHus, accouuupoBanHoro ¢ SARS-CoV-2
U/WIM MOHOHYKJIE030MO0A00HOr0 CHHAPOMA, CBSI3AHHOTO C AKTHBHOI reprmecBupycHoil undekumeii. Bece maummenTtsl npoxoaunm
CTaHIAPTHOE J1a0OPaTOpPHOE 00C/IeI0BAHNE, ONpeNeIeHHOe HO30JI0THell, H JONOJHATEIbHO OLEHKY KJIETOYHOrO 3BEHA aJaNTHB-
Horo ummynutera (CD3+, CD4+, CD8+, CD3+HLA-DR+, CD3-CD16+CD56+ u CD20+) Ha npoToyHOM uuTO(IyopuMeTpe
C HCHO0JIb30BAHHEM MOHOKJIOHATBHBIX AHTUTE.

Pesynbratsl 1 BbiBobI. KanHnyeckas KapTuHa cOYeTAHHOTO TeyeHus reprecBupycHoii undexuuu u SARS-CoV-2 masno otimuaercs
oT TaKoBoii MoHOMH(peKumii. TobKO MpH nepBUYHOIi BeTpeye ¢ Bupycom DmmTeitHa—bapp yame perucrpuposamu mmMdonpomde-
paTuBHbIii CUHAPOM M renatomeraauio (p<0,05). CpaBHuBas xapakTep KJeTOYHOr0 MMMYHHOro oTBeta y nauuenros ¢ COVID-19
M reprecBUpYCHOi MH(peKIMeii, Mbl HA0IONAIN BhIPAXKEHHbIE PA3JIHYKs. Y NAIMEHTOB ¢ NEPBUYHON reprecBUPYCHOi uHdeKuuei
T-K/1eTOYHbI MIMMYHHBI OTBET ObLT HA MOPAIOK Bbilie, YeM mpu octpoM COVID-19, peakTHBauu repnecBUPYCOB U COYETAHHOM
BapuaHTe WH(UIMPOBAHKUSA, IPHUYEM ITO KACAIOCH BCeX u3yyaeMbix cyonomysiumii tumdouuTos. IIpn SARS-CoV-2 Hadmonaam
cHikeHue oduero yuciaa T-mumdonutos, T-xenanepoB, HMTOTOKCHYECKHX JUM(POUUTOB. DTO COCTOSIHUE, 0€3YCJIOBHO, HEJb3s
HA3BaTh MMMYHOCYTIPECCHei, HO HEKOTOpasi mapauieib sIBHO mpociexuBaercs. /laxke mpu coueranHom tedeHnu SARS-CoV-2
Y repnecBUpyCHOi MHpeKu adcomoTHbIe 3HaYeHus T-KIeToOYHOro MMMYHUTETA He OCTHTAIOT TeX XKe MoKa3aTelieil Y NaueHToB
0e3 COVID-19. BeposiTHO, MMEHHO 3Ta NPUYMHA JIEKHT B OCHOBe (heHOMEHA PEaKTHBALMH MEPCHCTUPYIOIMX TeprecBUPYCOB
y nanueHnToB, HHuuupoaHubix SARS-CoV-2.

Karouesvte caosa: demu, SARS-CoV-2, COVID- 19, cepnecsupycot, T-kaemounblii ummyHumem.

Ans yntupoeanus: XanwynnvHa C.B., AHoxuH B.A., PaumoBa fO.A., Hacbiposa 3.U., CabutoBa A.M., EBnokumoBa A.3., MaHHaHoBa 3.®.
CocrosiHne T-KJI€TOYHOro UMMYHUTETa AeTev npu codeTaHHoM uHuumpoBaHun SARS-CoV-2 v reprnecBupycamu. Poc BECTH nepuHaTosn
v neanatp 2023; 68:(5): 37-44. DOI: 10.21508/1027-4065-2023-68-5-37-44

There is an opinion that COVID-19 may be the cause of the reactivation of herpesviruses.

Purpose. To study the state of the cellular link of adaptive immunity in the combined course of herpesvirus infections and COVID-19,
to describe the clinical and laboratory characteristics of such conditions.

Material and methods. In 2022—2023 a cross-sectional study was conducted. 71 patients aged from 1 month to 16 years were
selected. Inclusion criteria: presence of signs of acute respiratory disease associated with SARS-CoV-2 and/or mononucleosis-like
syndrome associated with active herpesvirus infection. All patients underwent a standard laboratory examination, determined by
nosology, and an additional assessment of the cellular link of adaptive immunity (CD3+, CD4+, CD8+, CD3+HLA-DR+, CD3-
CD16+CD56+ and CD20+) on a flow cytometer using monoclonal antibodies.

Results and conclusion. The clinical pattern of the combined course of herpesvirus infection and SARS-CoV-2 differs little from monoin-
fections. Only at the first encounter with the Epstein-Barr virus, lymphoproliferative syndrome and hepatomegaly were more often recorded
(»<0.05). Comparing the nature of the cellular immune response in patients with COVID-19 and herpesvirus infection, we observed
pronounced differences. In patients with primary herpesvirus infection, the T-cell immune response was an order of magnitude higher
than in acute COVID-19, herpesvirus reactivation, and co-infection, and this was true for all studied lymphocyte subpopulations. With
SARS-CoV-2, a decrease in the total number of T-lymphocytes, T-helpers, and cytotoxic lymphocytes was observed. This condition,
of course, cannot be called immunosuppression, but some parallel is clearly traced. And even with the combined course of SARS-CoV-2
and herpesvirus infection, the absolute values of T-cell immunity indicators do not reach the same indicators in patients without COVID-19.
It is likely that this reason underlies the phenomenon of reactivation of persistent herpesviruses in patients infected with SARS-CoV-2.

Key words: children, SARS-CoV-2, COVID- 19, human herpesviruses, T-cell immunity.
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KaK M3BECTHO, OOJIBIIIMHCTBO JIIOJEl Ha TUIaHeTe
MHQUIIMPOBAaHbBI TepriecCBUpycaMu. DTO XpOHUYE-
ckasg MH(eKIMs M, KaK IMoKa3bIBaeT IMpaKThKa, B3au-
MOOTHOIIIEHUSI  TePIECBUPYC—MAKpPOOPTaHU3M  MOTYT
MPOSIBIISATECSL TIO-pa3HOMY. B psime ciiyuaeB mepcuctu-
pylolliie B OpraHu3Me BUPYChl KOHKYPUPYIOT C APYTUMU
MH(GEKINOHHBIMM areHTaMu 3a c4eT (opMUpYIoLIeiics
MPOJIOHTMPOBAHHOW MPOAYKIIMU TramMMa-uHTepdepoHa
M aKTUBALIMK CUCTeMBI Makpodaros [1, 2]. Ommcan maxe
MEXaHM3M 3alllUThl OT peuuauBa JeKeMun Ha (oHe
peakTUBallMM LIMTOMETaJoBUpyca y MallMeHTOB C aJljio-
TeHHOU TpaHcIUIaHTaluei [3]. B oTHomeHun repriecBu-
PYCOB HaKOIWJIOCh JOCTAaTOYHO MAHHBIX, KacalolIuxcs
YXYAIIEHUST MPOTHO3a TIPU COYETAaHHOM TEYEHWU Tep-
MeCBUPYCHBIX MHMEKIUN ¢ APYTUMU WHGEKITMOHHBIMU
Oosie3HsiMu. Hanpumep, Xopolio M3BECTHO, YTO peaKTH-
BallMs TePIIECBUPYCOB y MALIMEHTOB C BUPYCOM MMMYHO-
neduIMTa 4yejaoBeKa MOXET ObICTPO MPUBECTU K Heba-
TOIpUsITHOMY Mcxony [1].

XKusHeHHbIE I1MKJIBI TIEPCUCTUPYIOIINX BHUPYCOB
BKJIIOYAIOT CMEHY JIATeHTHOM M JMTUYEeCKOoil a3, T.e.
yepeaoBaHUE «CITSIIIETO» PeXMMa MpeObIBAaHUS BHYTPU
MEPMUCCUBHBIX  KJIETOK  (TpaHCKPUMIIMOHHO-TPAHC-
JISIMOHHOE TIOAaBJIEHHOE COCTOSIHWE) W peaKTUBAILIUU.
[TpuyuHBl peakTUBalMM BeCcbMa pa3HOOOpa3HbI, K HUM
OTHOCSIT CTPECCOBbIE CUTYaIIUM, TIPUOOPETEHHBIE UMMY-
HOME(MUIIMTHBIE COCTOSIHUSI, B TOM YHCJIe STPOTeHHbIE,
COITYTCTBYIOIIIME COMAaTUYECKUE U, KOHEYHO, MH(PEKII1-
OHHBbIE 3a00JIeBaHUSI.

Bor yxxe Ha TpOTSKEHUM MOUTH 4 JEeT BeChb MUP
HaXOMIWUTCS B YCJIOBUSIX MaHIEMUM HOBOW KOPOHABU-
pycHoit uHpekuuu. [loBceMecTHOE pacmpocTpaHeHUE
Bo3oynutenst COVID-19 npuBeso K ToMy, 4TO MpaKkTU-
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OPUINMHAJIbBHbBIE CTATbU

YEeCKM KaXXIbI YeJIOBEK BCTPETUJICS C DTUM BUPYCOM.
Mexanusmbl natoreHHoro BoszaeiicTBus SARS-CoV-2
Ha MaKpoOpraHW3M 10 KOHIIA He W3YyYeHbI, HO OdYe-
BUIHO, YTO OJHOW M3 OCHOBHBIX «TOYEK MPUIIOKEHMS»
SIBJISIETCSl UMMYHHasl CHUCTeMa, TMpHUYeM 3TO KacaeTcs
W BPOXIEHHBIX M amalNTUBHBIX WMMYHHBIX peakIIMii.
BpoxnenHslit  uMMmyHHBbIIE otBeT Tipy  COVID-19
B OCHOBHOM CBS$I3aH C aKTUBalLIMel MakpodaroB U U30bI-
TOYHOU MPOAYKIIMEN MPOBOCTIATUTETbHBIX IUTOKUHOB,
amanTUBHBINA KJIETOYHBIM UMMYHHBIN OTBET JEMOHCTPU-
pyeT B OoJblIeil Mepe MaTTepHbl (PYHKIIMOHAJIBHOTO
WCTOIIEHUS IIUTOTOKCHYecKuX tuMdorutoB CD8+ [4].
C y4eToM TOro, 4YTo MMEeHHO T-KJIeTOUHBI UMMYHHBII
OTBET YYacTBYeT B KOHTpoJie OajlaHca JUTUYECKOTO
M JIATEHTHOTO COCTOSIHUS TepIeCBUPYCOB, OUYEBUIHO,
yto SARS-CoV-2-uHbeKunsi MOXET CIYyXKUTb CBOETO
pona Tpurrepom ux akrubaumu [1, 5]. Do mpemnrmnosno-
JKeHUe TOATBEPXKIAOT pe3yabTaThl psaa HUcclaeaoBa-
HUi1, B KOTOPBIX MOKa3aHoO, 4To Bo30ynautear COVID-19
NEWCTBUTEILHO MOXET BBICTYIATh B KaueCTBE MPSIMOTO
peryaaTopa JUTUYECKON peakTUBALlMA BUPYCOB Tep-
neca yejoBeka [6—8]. Dro moaTBepxKIAIOT Jiabopa-
TOpPHBIE PE3yJbTaThl M JAaHHBIE SMUIAEMUOJIOTUYECKUX
HWCCIIeIOBAHUIA: PEeaKTUBALIMIO TepPIEeCBUPYCOB CTAaTH-
CTUYECKM 3HAYMMO Yallle PeTHMCTPUPOBAIM Y TalMeH-
ToB ¢ COVID-19, npuyem ecTb NaHHbIE O KOPPEISILINU
pacrpoCTpaHEeHHOCTH BTOTO SBJICHMUS C TSKECTBIO TEKY-
mero 3abosieBaHus [6]. bojee TOro, UMEHHO peakTH-
BallMI0O TIEPCUCTUPYIOUINX BUPYCOB pacCMaTpUBAIOT
B KauecTBe OJHOM M3 BO3MOXHBIX TPUIMH (HhOPMUPOBA-
HUST TOCTKOBUAHBIX COCTOSTHUM [9].

Ienb nceaenoBanns: U3yIUTh COCTOSTHUE KJIETOYHOTO
3BeHA aJIalITUBHOTO UMMYHUTETA IMPU COYETAHHOM BapH-
aHTe TeYeHMUsI repriecBUpycHbIX MHpekimii u COVID-19,
onmucath  KIWHUKO-Tab0paTOpHble  XapaKTePUCTUKU
TaKWX COCTOSTHUIA.

XapakTtepucTtuka petei u MeToAbl UCCeaoBaHUS

Ha 6aze PecnybnukaHCcKOW KIMHUYECKOW WH(]EK-
IMOHHO# OonbHULBI T. KazaHu B mepuoa ¢ OKTAOps
2022 1. mo mait 2023 r. B paMKax ITepeKpecTHOTO MCCIIe-
IOBaHMS OB oTOOpaH 71 mammMeHT B Bo3pacTe OT 1 Mec
1o 16 1et. Kputepun BKITIOYEHMST: HaJTU4IMe TIPU3HAKOB
OCTPOT0O PECNUPATOPHOro 3a00JieBaHUSI, ACCOLUUPO-
BaHHOoro ¢ SARS-CoV-2 u/uim MOHOHYKJI€03010100-
HOTO CMH/IpOMa, CBSI3aHHOTO C aKTUBHOI TepIieCBUpYC-
HOl nHbeKIMel. B «rpynmy reprnecBUpycoB» B HallleM
ucciaeaoBaHuu Bouun AmiureitHa—bapp Bupyc (9bB),
uutomeranopupyc (LIMB) u Bupyc reprneca uyenoBeka
6-ro tuna (BIT'Y-6). TlauueHTH, WHMUIUPOBAHHBIE
MPOUYUMM TIpeJACTaBUTENISIMU ceMmelicTBa Herpesviri-
dae, 10 KIIMHUYECKUM XapaKTEPUCTUKAM HE COOTBET-
CTBOBAJIM KPUTEpUsM BKIoueHus. Kpurepum oTkasza
OT BKJIIOYEHUS: HaJIMYue TSKEJOW COIYTCTBYIOIIEH
MaToJIOTUU, TIO3[HEE MOCTYIIEHWE B cTallmoHap (0oJjee
5 nmHeil ¢ MOMeHTa Hauyajia 3a0oJieBaHUS), HEOOXOMM-
MOCTh JICYEHUS] B YCJIOBUSX pPeaHUMALlMA U WHTEH-
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Xaauyanuna C.B. u coasm. CoctosiHue T-KI€TOYHOrO MMMYHUTETA ieTeil pu codeTaHHOM MHbUIpoBaHu SARS-CoV-2 1 repriecBupycamMu

cuBHO Tepanuu. CpoK HAOIIOAEHUS: HCClenyeMble
HaOJIOdaIMCh A0 MOMEHTa BBINMUCKM U3 CTallMoHapa
(C yny4lieHueM WU BBI3TOPOBIEHUEM).

Bce manmeHThl ObLIM pacripefiesieHbl Ha 3 TpyMIibl
B 3aBUCMMOCTH OT Pe3yJIbTaTOB CEPOJIOTMYECKUX U MOJIE-
KyJISIPHO-TEHETUYeCKUX ucciaenoBanuii. B 1-1o rpymmy
Bouutn 16 meteit ¢ COVID-19, He MHOUUIMpPOBAHHBIE
repriecBUpycaMu (CepoHeraTUBHbIE TI0 pe3yJbTaTaM
UMMYHO(EPMEHTHOTO aHaju3a, ¢ OTpUIlATeIbHBIM
pesysnbraroM I[TLP), Bo 2-10 rpynny Bxitouwiu 20 geteit
¢ couetaHHbIM TeueHreM COVID-19 u repriecBupycHoi
nHdexkuuu. B 3-1o rpyniy Bouum 35 ngeteit ¢ Mmapkepamu
aKTUBHOW TeprieCBUPYCHOM MHQEKIMU U OTPUIATENb-
HbeIM pesynbratoM Tecta Ha PHK SARS-CoV-2. B cBsizu
C TpennojiaraeMbIMM Pa3IUUUSIMU TeYeHUS] MHGEKIIUU
C pa3HBIMU BapuMaHTaMM WHOUIMPOBAHMUS OBUIO TIPU-
HSITO pellieHUe pa3AeIuTh TPYIIY MalMeHTOB C TepIeTH-
YecKoi MHMEKIMel Ha 2 TTOATPYMITbI: MAlIMeHTHI C Mep-
BUYHBIM MHULIMpoBaHueM (3A) u ¢ peaktuBauueii (3b).
IlepBuuHylO TepriecCBUPYCHYIO WHMEKIINIO AUArHOCTH-
poBaym nipu Hammuuu JHK mpencraButeneit cemeiicTBa
Herpesviridae w/vnv ipu oOHapyXeHUU crieliupruuecKunx
IgM B otcyrctBue IgG B KpoBu 00cienoBaHHbIX. Peak-
TUBALIMIO TePIIECBUPYCOB KOHCTATUPOBAJIM TPU BbISIBIIE-
Huu JIHK B KpoBM /MM MOJOXKUTETbHBIX Pe3yJibTaTax
nMmmyHodepmeHTHoro aHanusa (IgM, IgG).

Menunana Bo3dpacTa neTeil B TpymnIe C KOpOHaBU-
pycHoil mHdexuueit cocraBwia 2,9 roma [MKP 1,1;
3,6 rona], neTeil ¢ coueTaHHBIM TeueHUeM MHMeKIUi —
1,8 roma [MKP 9 mec; 6,8 roma], B rpyrmrme ¢ TepBUAY-
HO#l repriecBUpycHoi uHbexknueir — 2,9 roga [MKP
2,6; 6 roma), ¢ peakTUBalMeil reprecBUPYCHON MH(pEK-
uuei — 2,8 rona [MKP 1,7; 9,2 rona] (p>0,05). CooTHO-
IIeHVe MaJIbYMKOB M JIeBOYEK OBLJIO TTPUMEPHO PaBHBIM
U He paznuyaiioch Mexay rpyrnmnamu (p>0,05).

Bce mamumeHTBH TIpOXOOMIM CTaHOAPTHOE Jiabopa-
TOpHOE 00cienoBaHue, BKJIOYaBlIIee OOIIEKIUHU-
YeCKUii aHaiu3 KpoBU, OOIIMI aHaiIu3 Mo4u, OuO-
XUMUYECKOe HCCIeNOBaHUEe KPOBU C OIpeaeseHueM
aJJaHMH- W  acrapratraMuHoOTpaHcdepasbl, Moue-
BuHBI, C-peakTuBHOro Oejika M Tp. JomosHUTENTBHO
IIJIsI BBISIBIICHUST 3TUOJOTMU 3a00JieBaHUs TIPOBOIMIN
onpeneneHnue PHK SARS-CoV-2 B cmbiBe u3 Hoco-
otk 1 JJHK DBB, IIMB u BI'Y-6 B kKpoBu (KoIM-
yecTBeHHbI MeTom). Kpome TOro, B KpoBM OOJBHBIX
ompenesisiii aHTUTeNa K repriecBupycam: IgM kar-
cunHoMmy aHtureHy ObB, IgG k kamcumgHoMmy, paH-
HeMy U simepHoMy aHTureHy ObB, IgM u IgG (c aBun-
HocThio) K aHTuUTeHy LIMB, IgG k antureny BI'Y-6.
JIyist OLIEHKM KJIETOYHOIrO 3BeHa aJaliTUBHOTO WMMY-
HUTeTa cpasy mnocje BepuduKauuu 3THUOJOTUU 3a00-
neBaHus (2—3-#i JeHb TIpeObIBaHUSI B CTallMOHape)
Ha npoTouHoM 1tuTodyopumerpe (BD FACSCanto I1)
C MCMoJIb30BaHWEeM MOHOKJIOHaIbHbIX aHTUTeN (FITC/
PE, tect-cuctembr OOO «CopbeHT») B KpPOBU OTIpe-
nensiin T-nmumpouutsr (CD3+), T-xennepsr (CD4+),
T-uurorokcnueckue aumMdbornutsl (CD8+), akTuBUpoO-

BanHble T-nmumdonutsel (CD3+HLA-DR+), Hatypaib-
uele Kmiepsl (CD3-CD16+CD56+) u B-mumdbountst
(CD20+). [TonyyeHHBIe pe3yJibTaThl OLIEHUBAIU B COOT-
BETCTBUU C HOPMATUBHBIMHU TTOKA3aTEJISIMU UMMYHHOTO
cratyca, TpeAcTaBJIeHHbBIMU B HallMoHaIbHBIX peKo-
meHpanusx [10].

CTraTUCTUUECKUI aHAJIM3 MOJyYEHHBIX TaHHBIX TTPO-
BOJIMJIU C MCTIOJIb30BAHMEM CTAaTUCTUYECKOM TTPOTpaMMbl
Statistica 8 (CLLIA). AHanu3 cOOTBETCTBUSI BUA pacripe-
NeJIeHUsT TIpU3HaKa 3aKOHY HOPMAaJIbHOTO pacripeesie-
HUS OCYIIECTBIISUIM C TToMolibio Tecta [llanupo—Ywuika.
HyneByio rumnoresy OTKJIOHSUIM TIPU TTOPOTOBOM YPOBHE
cTaTUCTUYeCcKol 3HaunmmocTu (p), paBHom 0,05. B ciy-
Yyae HEBBIMOJHEHUS JAHHOTO YCJIOBUSI MCIOJb30BAIU
HerapaMeTpuueckKue MeTO/Ibl CTATUCTUYECKOTO aHAJIM3a.
Ilpu HOpManbHOM pacmpenefieHUur TpU3HaAKa M3 Mep
LIEHTPaJIbHOM TEHIEHIIMU UCITOJb30BaIu cpenHiow (M),
u3 Mep paccessHuss — 95%-1i TOBepUTETbHBI WHTEPBAI
(W), npu pacnipenesieHUn prU3HaKa, OTJIMYHOM OT HOp-
MaJIbHOTO, OTpeaensiiu Menuany (Me) u MeXKBapTUIIb-
Hbiit pazmax (MKP, 3HaueHust 25-ro u 75-ro mpoueHTHU-
JIeif) coOTBEeTCTBEHHO. JLJIsl oTpeaeieHus1 TOCTOBEPHOCTU
pas3Inumnii MeXIy CpaBHMBAEMbIMU TPYITIIAMU, B 3aBUCH-
MOCTH OT TUIIA pacTipe/ie/IieHus MPU3HAKOB U KOJIMYeCTBa
HaOJMONeHN, ucTofb3oBaau Kputepuit CrblofeHTa,
Manna—YutHu (1715 TTIOPSIIKOBBIX TIEPEMEHHBIX) U KpU-
Tepuii y-kBamapat [TupcoHa (1711 HOMUHAIBHBIX JaHHBIX),
TOUHBIN KpuTepuit @umiepa.

Pesynbratbl

Y Bcex nereit ¢ MOATBEPXKIEHHOU TreprecBUpyc-
HOMl WHOEKIMel perucTpupoBain JIMTUYECKYIO dazy
(IgM u/vmm JHK <«+»). B 3-10 rpynmy mNaiueHToB
BOIILUIO HauOOJIbIIee YMCIO YYaCTHMKOB (35 uyeloBek):
9 — B moATpyIIne ¢ NepBUYHBIM MHGULMPOoBaHUEM (3A),
26 — B MOATPYIITIE C peaKTUBALIMeil BUPYCHOTO Mpoliecca
(3b). Bo 2-ii rpynrmie y onHOro pebeHKa AMarHOCTUPO-
BaJIi EPBUYHOE MHGUIIMPOBAHME BUPYCOM DHIITeiHA—
Bapp, y ocraibHBIX — peakTUBAIMIO MMEBIIEHCS Tep-
necBupycHoil uHpekuuu. CreKkTp MNepcUucTUpPYIINX
reprecBUPYCOB y TALIMEHTOB BO 2-il W3- Tpymmax
npeacraBiieH Ha puc. 1. Mukcr-uHdekuuu B 3-ii rpyrrie
MpeaCcTaBIsuiM coOOI couyeTaHUe BUpyca DmiTeiiHa—
Bbapp ¢ umTomeranoBUpycoM M B €IMHUYHBIX CIIydasix
¢ BIry-6.

Knunuko-nabopaTopHble XapaKTepUCTUKU TallUeH-
TOB MpeACTaBieHbl B Ta0J. 1. Bce manueHTs nepeHocuiu
3a00s1eBaHNEe, HE3aBUCUMO OT 3TUOJOTUU, B CPEAHETSI-
KeJioil hopme.

KarapanbHblit CUHAPOM pErucTpyMpoBald y BCeX
nauueHToB. PecnuparopHblii  cMHApOM  HaOIOIAIU
y nereit ¢ COVID-19, nipu atom y 4 (25%) manueHToB
B OTOW Tpynre JIMarHOCTUPOBAIM CYOKOMITEHCUPO-
BaHHYIO JbIXaTeJIbHYI HEIOCTaTOUHOCTb, y CTOJBKUX
K€ — HETSDKENYI0 BHEOOJbHUYHYIO MPaBOCTOPOHHIOKO
HUKHEIONEeBYI0 MHeBMOHMIO. CHHIPOM 3K3aHTEMbI
XapaKTepru30BaJicsl B OOJBIIMHCTBE CIy4yaeB MSITHUCTO-
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OPUIrNHAJIbHBIE CTATbU
ManyJae3Hol ChIMbI0 Ha HEU3MEHEHHOM (OHE KOXM, xapaktepHo cHuxeHue ypoBHs1 CD3+ (p<0,05), CD4+
0e3 ompeneaeHHON JOKaln3allui, KoTopas B TeueHHe n CD8+. VYpoBeHb aKTMBUPOBAHHBIX JUMMOIIUTOB
HECKOJIbKMX JTHEeW yracaja. ¥ 2 MalMeHTOB ChITb ObLia (CD3+HLA-DR+) Obut BbIllle HOPMBI y BCeX Talu-
ypTUKapHas. eHTOB, HO mpu cpaBHeHuu rpynmn npu COVID-19 —
Oco0bIit MHTEpEC B HalllEeM MCCJIeIOBAaHUM TIPEICTaB- caMbIM HM3KMM. BaxHo, 4TO Tpu WHOUIIMPOBAHUU
JISITTA pe3yJIbTaThl crieUIecKoi JabopaTopHOU auar- SARS-CoV-2 oTHOcuTeNnbHBIE 3HAYEHUST YPOBHS HaTy-
HOCTUKM. MBI OLIEHWIM COCTOSIHME KJIETOUHOIO 3BEHa panbHbIX KiepoB (CD3-CD16+CD56+) 6but Bblle,
ananTUBHOTO UMMYHUTETA y HAIIUX TallMeHToB (TabJ1. 2) yeM y manueHToB apyrux rpynm (p<0,05). Paznuyus
U BbIIBWIM, 4TO it MoHoumHpekuuu COVID-19, MO aKTUBHOCTHU PA3JTUYHBIX 3B€HBEB KJIETOYHOTO UMMY-
B OTJIMYME OT MH(UIIMPOBAHUS TeprieCBUPYCaMM, ObLIO HUTETa OTpaxkeHbl Ha pucC. 2.
Tabauya 1. Knnanyecko-1a00paTopHbie TaHHbIE MAIMEHTOB B 3aBUCUMOCTH OT BapuaHTa HHGUIMPOBAHUS
Table 1. Clinical and laboratory data of patients depending the infection variant
1-s rpynna 2-4 rpynna T'epnecBupycobt
Iapamerp (n=16) (n=20) 3-s rpynna (n=35) rpymna 3A, (n=9) rpynna 3B (n=26) p*
@D 2 (®)) ) (5)
KinHnyeckasi xapakTepucTrka
MakcumanbHast
TeMreparypa tena, “C 38,6+0,8 39+1 38,9+0,9 38,9+0,4 38,9+1 -
(M£SD)
TTponoKnUTeTbHOCTh
JINXOPAIKHU, THU 414; 8] 3,5[3; 6] 713; 10] 715; 8] 6,5[2; 10] —
(Me [MKP])
DKcCynaTUuBHBIN TOH-
B ——— 2 (12,5) 4 (20) 16 (45,7) 9 (100) 7(27) —
PecniupaTopHblii CUH- .
— 16 (100) 8 (20) 14 (40) 3(33,3) 11 (42,3)
BoipaxkeHHast iumdane- p, ,.=0,033
r— — 7 (35) 25(71,4) 7(77,8) 18 (69,2) pz_:=0,021
Dk3aHTteMa, 1 (%) — 6 (30) 11(31,4) 5(55,5) 6 (23,1) —
P, 4=0,025
p, s=0,025
I'enaromeranusi, n (%) 3 (18,8) 2 (10) 19 (54,3) 5(55,5) 14 (53,8) P, ,=0,001
P, ,=0,016
P, s=0,002
Crenomeranus, 7 (%) - 7 (35) 15 (42,9) 6 (66,6) 9 (34,6) —
JIMUTEeTbHOCTD MTPEObI-
BaHUS B CTALMOHAPE, 714; 7] 61[5;7] 715; 8] 6 [6; 8] 715;9] —
nHu (Me [MKP])
OOIIEKIMHNYECKUIT aHaIu3 KpoBu, M+SD
Jeiikountsr, 10°/1 10,3+£4,7 9,9+3.4 14,5£7,1 15,4%4,8 14,216 p, ,=0,042
T'emoro6uH, /71 119,5+12.8 121,9+6,1 114,2+12,6 113,1+15 114,7+12 —
Hertitpodusi, % 53,7+11,2 52,5+18.8 45+21,3 35,7+16.4 48,4122,1 p, ,=0,02
Jlumdoumtel, % 36,7+12,3 37,8+14,2 45,1+20,2 53,1+13,7 42,2+20,5 p,,.~0,021
Buoxumuueckuii aHanus Kposu, # (%)
AnAT Hopma
(5021 e/ — 5(25) 12 (34,3) 3(33,3) 9 (34,6) —
AcAT HOpMa
(w0 2 e/ 14 (87,5) 16 (80) 28 (80) 8(88,9) 20 (76,9) —
MoueBuHa
(HOpPMa MMOJIb/JT) L) 12.9) - L&) -
p,,=0,011
CPB (Hopma <5 mr/i) 15 (93,8) 11 (55) 20 (57,1) 6 (66,6) 14 (53,8) p, ,=0,007
P, s=0,006
ﬂpwwewaﬂue: *— npeacTaBJICHbI TOJIBKO CTATUCTUYCCKU 3HAYMMBIC pa3/IMuU.
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Xaauyanuna C.B. u coasm. CoctosiHue T-KI€TOYHOrO MMMYHUTETA ieTeil pu codeTaHHOM MHbUIpoBaHu SARS-CoV-2 1 repriecBupycamMu

006cyxpeHue

KimmHgeckme BapraHTBI COYETAHHOTO TEUEHUS Tepriec-
BupycHoi nHbpekimn u SARS-CoV-2 tpynHo nuddepeH-
1IMpoBaTh OT MOHOMHbeKIMi. VcKmoueHe cocTapisieT
NnepBUYHOE MHMUIIMpoBaHUE BUpycoM DmiirteitHa—bapp,
TTOCKOJIBKY OHO XapaKTepHU3yeTcsT BBIPasKeHHBIM JIMMbO-
rposndepaTUBHBIM CHHIPOMOM, HAJTMUWEM TeraTtoMera-
JIUU, HO Y 3TU CUHIPOMBI UMEFOT HU3KYIO CIICITU(UIHOCTb.
O611enprHSTOE JJabopaTOPHOE 00CIeIOBAHNE TAKXKE MaJIO-
nHGOPMATUBHO. 31eCh Mbl HAOMIOAATU CTAaTUCTUYECKU

e6 e

m36B = = muKct = BIrY-6 = 36B

= LIMB

3HAYMMBbIE PA3JIIIKS TI0 YPOBHIO JIEUKOITUTOB, HEUTPODU-
JoB-nMponntoB Mexy COVID-19 u nepBudHbIM MHOU-
IIMPOBaHWEM TepIleCBUPyCaMM, HO COYeTaHHAST MHMEKITUS
CTaTUCTIYECKN 3HAYMMO ceOsT He TIpOsIBIIsUIa. bruoxumimie-
CKUii aHaM3 KpoBu (onpeaeneHrne C-peakTUBHOTO Oefka)
TOXE IEMOHCTPUPOBAST MH(MOPMATHBHOCTD TOJTHKO B OTHO-
meHun uHbekumu SARS-CoV-2.

Bropoit pa3men Halero WcciemoBaHUS Kacajcsl U3y-
YeHUST amalTUBHOTO WMMYHUTETa y OOJNBHBIX C MOHO-
n mukcT-uHdekuusimu COVID-19 u reprnecBupycHO
nHbeknmeir. T-KiIeTouHoe 3BEHO WMMYHHOU CHCTEMBI

= MUKCT* #36B = LUMB = muKcT

Puc. 1. CnekTp Bo30yauTeJieii pa3InyHbIX BAPHAHTOB HH(EKINN.

a — npu coyeranun SARS-CoV-2 ¢ repnecBupycHoii uHdeKnueii; 06 — npu nepBHYHOI repnecBUPYCHO
uHEKINN; B — NPH PEAKTUBALMHU repriecBUPYCHOi HpeKuuM. * — nepBuyHas Dnmreiitna—bapp BupycHas
(OBB) undexuus + peakrusauus yuromeranosupycuoii (L{MB) undexuun.

Fig. 1. The spectrum of pathogens with various variants of infection.

a — SARS-CoV-2 with HHV-infection; 6 — primary HHV-infection; B — with reactivation of HHV-infection.
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M MNepBuy. UHPMUMpoBaHMe B M PeaktnBauma B m SARS-CoV-2 MuKcT-

Puc. 2. Pa3imuusi 10 OCHOBHBIM MOKA3aTeJISIM KJIE€TOYHOTO HMMYHUTETA JieTeil B 3aBUCMMOCTH OT 3THOJIOTHM 32-
OoJeBaHus U XapakTepa akTuBHocTH repnecsupyco (I'B). /laHHble npeacTaB/ieHbl B A0COMIOTHBIX 3HAYEHUSIX.
Fig 2. The differences in the main indicators of cellular immunity of children depending of the etiology
and the nature of the activity of human herpesviruses (abs. values)
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OPUINHAJIbHBIE CTATbU
YyeJioBeKa WrpaeT BaXkKHYIO poJjib B OTBETE MaKpoopra- B uccnenoBaHusIX MokaszaHO, YTO TIEPBUYHOE MHOUIIN-
HuU3Ma Ha Jito0oi WHGEKIMOHHBbIN areHT. OcoOeHHO poBaHue, HampuMmep BUpycoM DmiTeitHa—bapp, xapak-
9TO YTBEpPXKICHUE CIPaBeIJIMBO B OTHOIIEHWM BUPYC- TEepU3YeTCsl TIOBBIIIEHWEM OOIIero KojinyecTBa JMMQpO-
HbIx MHOexkuuii [11]. T-kiaeTouHble peaklUM XOPOIIOo mutoB (CD3+), T-xennepos (CD4+), nIMTOTOKCHMYECKUX
U3y4eHbl Ha TMpUMepe TeprecBUPYCHBIX WHOEKIIUA. T-xnerok (CD8+), ecrectBeHHbIX KmmiepoB (CD16+),
Tabauya 2. OcHOBHBIE IOKA3ATE/M KJIETOYHOr0 MMMYHHUTETA Y neTeil, nHpumupoBanHbix SARS-CoV-2, repnecBupycaMu v npu ux
couetanun (MESD)
Table 2. The main indicators of cellular immunity in children infected with SARS-CoV-2, human herpesviruses and their
combination (M*SD)
I'epnecBupycobt
1-s rpynma 2-s1 rpynna
TMokasaTein (n=16) n=20 3-4 rpynna rpymna 3A rpymna 3b p*
(1) (2) (Il=35) (Il=9) (n=26)
3) (4) )
p,=0,009
IO M O G 3441,1 37422 6,243 7,942,3 562,42 S0,001
aHanu3e Kponu, -10°/1 P, ;=0,015
p, ,<0,001
P,.,=0,002
p, ,=0,027
CD3, % (sopMa 61—85%) 55459 64,7492 65,3416, 75,0484  63,4+139 51—42%’8312
P, =0,008
p, ~0,015
p,,<0,001
CD3, -10°/n (Hopma 0,946—2,079)  1,8%0,5 2,4%1,1 42+1,4 6+2.4 3,6%1,5 P, ,~0,025
p, =0,017
p,.,<0,001
CD4, % (nopma 35—64%) 29,1£3,8 34+10,1 27,8%+12,5 19,7+8,4 30,4+11,3  p, ,<0,001
P, ~0,001
CD4, -10°/x (mopma 0,576—1,336) 1+0,4 1,3+0,4 1,6+0,6 1,5+0,5 1,7£0,4 p, ,=0,048
p, ,=0,014
CD8, % (sopMa 19—35%) 17347,8 21497  28,1+11,9 4574186 22,9497 51—428’881
P, .<0,001
109 p, ,<0,001
(o0 4120.97 > 06402  0,8+0,3 2+0,9 3,741,1 1440,6  pr =0,019
pMat, ’ , <0,001
CD3, % HLA-DR+ p, ,=0,014
’ + + + + + 4
e = 529) 20,5+ 10,3  21,3%£7,2 27,1£12.,4 36,3t12.4 27,4%13,1 p;7:=0,007
CD3, -10°/n HLA-DR+ (Hop™Ma _
0.211—0,477) 0,7£0,3 0,8+0,3 2+0,9 2,9+1.4 1,7£0,8 p,.,=0,019
P,_,<0,001
CD3-CD16+CD56+, % (Hopua p,_=0,001
’ 14,1£5,6 9,3+4,4 5,9+2,5 6,2+1,9 6,312,8 p, <0,001
8—17%) 15
P, ,=0,011
p, s=0,04
CD3-CD16+CD56+, -10°/n _
(sopma 0,123—0,369) 0,5+0,2 0,4%01 0,3£0,1 0,5%+0,2 0,3%0,1 p, ,~0,03
CD20, % (nopma 8—20%) 17,3%6,2 14,9+5,7 15,4+6,7 10,8+4,3 16,9+7,3 21-428’8%6
45
CD20, -10°/m (mopma 0,8—3,3) 0,6+0,2 0,6+0,3 0,8+0,3 0,84+0,3 0,910,4
p, ;=0,038
CD4/CD8 (1opma 1,5-2,6) 2,241 2,141 1,420,5 0,740,3 1,606 51—428’8%
P, =0,001
Tlpumeuanue. JlaHHbIC MpeACTaBICHbI B BUAE CpeaHel apudMeTnyeckoil + craHmapTHoe oTkiIoHeHue (M*SD). * — mpeacraBieHbl TOJbKO
CTaTUCTUYCCKHN 3HAYUMbBIC pa3Inyusd.
POCCUVICKNM BECTHUK MEPUHATOJIOMNMW U MNEANATPUU, 2023; 68:(4)
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Xaauyanuna C.B. u coasm. CoctosiHue T-KI€TOYHOrO MMMYHUTETA ieTeil pu codeTaHHOM MHbUIpoBaHu SARS-CoV-2 1 repriecBupycamMu

B-nmumdonmror (CD19+, CD20+) [12, 13]. MbI nony-
YWUJIM CXOAHBIE pe3yJbTaTbl. DTO BIIOJHE OXMUIaeMoO,
TTOCKOJIbKY «CTIPSITABIIMIACS» B KJIETKaX YeJioBeKa 1 3a0J10-
KHMPOBABILINI UX allOTNITO3 BUPYC CTAHOBUTCS TTPAKTUUECKH
HEBUAMMBIM 711 OOJIBIIMHCTBA MEXaHW3MOB 3JIMMUHA-
LMW 1, YTOObI M30aBUTh OPTaHU3M OT HEro, MMMYHHasl
cUCcTeMa WCTOJIb3YeT LMTOTOKcUYeckue T-TMMOOLUThI
u ecrectBeHHbIe Kuyutepsl (NK-kierok) [11]. TTpu octpom
WHQEKIIMOHHOM MOHOHYKJIC03¢ HaOJIoaloT  3HAYM-
TeJbHOE TIpeodsiafaHe MOHOHYKJICApOB Cpeau IUp-
KYJIUPYIOIIUX JIEMKOIIMTOB, KOTOpPbIE TIPENCTaBIISIIOT
coboit B ocHoBHOM ObB-crenupuueckne T-knerku
CDS8+ [12]. Pesynbrarhl Hallero MCCICHOBAHMST TaKKe
MOATBEPKAAIOT BEAYILYIO POJb LIMTOTOKCUYECKUX JTUM-
¢o1rTOB B 3aIIMTe MAaKpOOpPTraHU3Ma IpH TIEPBO1 BCTpeue
C TepriecBUpycaMu, a y Hac TOUTH BCE TALIMEHThI B 3TOM
rpynne ObliM MH(PUIIMPOBaHBI BUPYCOM JIIITeHHA—
bapp. HWmeHnHo mipu TiepBUYHOM WHOUIMPOBAHUU
3HAYUTEJIbHO YBEJWYMBAJINCh aOCOJIOTHBIE 3HAYEHUSI
conepxanusi Bcex gumporutoB (CD3+), npuuem mipe-
WMYIIECTBEHHO 3a CUYET IIMTOTOKCUYECKUX KIIETOK
(CD8+). B Haiiem uccienoBaHuu ypoBeHb KiieTok CD4+
B 3-11 rpyIine MoBbIIIAJICS HE3HAYUTEIBHO B aOCOJIIOTHBIX
3HAYEHUSIX U ObLT CTaTUCTUYECKU 3HAYMTESbHO HIXKE
HOpPMBI B OTHOCUTEIbHBIX. [IOHATHO, YTO B 3TOM CUTya-
1 Oynet cHmkaThest oTHoleHne CD4/CDS8 u no aHa-
norun ¢ BUY-uHpekumneir 370 MOXHO paccMaTpuBaTh
KaK MpU3HAK UMMYHHOI TUCPETYJISILIAN.

IIpencraBnsier mHTEpec, 4YTO peakTHUBAIMs BUpyca
OnumreitHa—bapp y OOJIbHBIX B HallleM MCCIEH0-
BaHMM  TaKKe  XapakKTepu3oBajach  YBEJIUYECHUEM
obwero uucna T-numdbouutoB (CD3+), T-xennepos
1 T-LIMTOTOKCUYECKUX KIJIETOK, HO 3TU CIBUTU HE ObLIU
crosib BeIpaxkeHbl M oTHoieHue CD4/CD8 ocraBanoch
B mpenenax HOpMbl. HanOosblllee 4Mcio aKTUBMPOBaH-
HbIX T-TUMGOUMTOB, SKCMPECCUPYIONINX JIEHKOIUTAp-
Hblii antureH- DR yenoseka (HLA-DR), peructpupoBanu
Mpu TIEpBUYHOI repriecBUpycHoi uHbekunu. Komm-
4yecTBO HatypaibHBIX KuuepoB (CD3-CD16+CD56+)
Takke ObLIO OTHUM U3 CaMbIX OOJIBIIIMX B 3TOM IpyrIIE.

OOpamiaeT BHUMaHHWE, 4YTO YMCIO B-mmmdonuton
(CD20+) y obcrenoBaHHBIX HAMU TIALIMEHTOB € MH(pEK-
e, BbI3BAaHHOK BupycoM OmiureiiH—bapp, octa-
BaJIoOCh B TMpeneisax HOpMbI. TOT Xe pe3yabTaT ObLI
U B TPYIINE C peakTUBalLMeil reprnecBUpycoB. Mbl Tipes-
roJjlaraeéM, 4TO 3TO MOXET OBbITh CBSI3aHO C HEOOJIBIIIUM
YUCJIOM OOCJIeOBaHHBIX TMAIMEHTOB JIMOO C paHHUMU
cpokaMM 3a00pa KpOBY Ha UCCJIeIOBaHME.

Kak u mpu m00bIX BUPYCHBIX MHMEKUMSIX, aaar-
TUBHBII MMMYHHBIII OTBET HEOOXOAWM [JIsI yCTpaHe-
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KooHn3anuoHHas pe3UCTEHTHOCTh OYKKAJIbHBIX SNMUTETHOIMTOB B OLlEHKE MYKO3aJIbHOTO
UMMYHHMTETA Yy IeTeil C pEKYPPEHTHbIMY PeCpATOPHBIMH 3200/1€BAHUSAMU

O.U. Ilukysa’, P.A. @aiizyanuna’, A.M. 3akuposa’, E.A. Camopoonosa’, E.B. Boaaniok?,
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Colonization resistance of buccal epitheliocytes as an indicator of mucosal immune
homeostatic resources in children with recurrent respiratory diseases

O.1. Pikuza', R.A. Faizullina', A.M. Zakirova', E.A. Samorodnova’, E.V. Volianiuk?,
E.L. Rashitova', E.V. Yazdani’

'Kazan State Medical University, Kazan, Russia;
°Kazan State Medical Academy, Branch Campus of the Medical Academy of Continuous Professional Education, Kazan, Russia

Oco0blii MHTEpeC BbI3bIBAET U3yYeHHE KOJOHU3AIMOHHO! Pe3UCTEHTHOCTH MOJIOCTH PTa KakK (usnonornyeckoro ¢peHomena, oTpa-
2KAI0IIEro CrocoOHOCTb MUKPOOUOTHI M MAKPOOPraHU3Ma B KOONEPALMH 3aMIUIIATH IKOCHCTEMY IOJOCTH PTA OT MATOTEHOB.

enab uccnenosanus. OueHka 3HaYeHUs MOKa3aTeseil KOJOHU3AIMOHHOM Pe3UCTEHTHOCTH OYKKAIBHBIX NMUTEINOIUTOB KAaK Map-
Kepa roMeoCcTaTHIECKUX PECYPCOB MYKO3AIbHOT0 MMMYHUTETA NPH PEKYPPEHTHBIX PECIUPATOPHBIX 3200I€BAHUSAX Y IETEili.
Marepuans u Metoabl. OocaenoBansi 232 (5—16 Jer) pedGeHka, B TOM yncjie 56 aereii ¢ OCTPbIM OPOHXUTOM, 73 — C peluAUBUPY-
omuM oponxurom, 103 — ¢ BHe0OIbHUYHOI MTHeBMOHKEH. ['pynna KOHTpoJIs BKiI0Yaia 31 yclIOBHO 310POBOr0 pe0eHKa aHAIOTHY-
HOro Bo3pacra u noJja. Vcnosb30BaHbl 00LIENPUHATDBIE NAPAKIMHUYECKHE U JJa00PATOPHO-UHCTPYMEHTAJIbHbIE METOAbI, 3THOJIO-
ru4eckas Bepuukanusi BUPYCoB M 0AKTePHii, MHIEKC KOJIOHU3ANNH U HCKYCCTBEHHAS] KOJIOHU3ANNS OYKKAJIbHBIX JMHTEIHONUTOB,
AHTHA/I€3UBHASI AKTHBHOCTH CJIIOHBI.

Pesynbratsl. 64,38% neteii ¢ penuaMBUpyIOIIM OPOHXUTOM 1 72,82 % ¢ BHEOOIbHUYHOI THEBMOHMEH NMEJH OTATOLIEHHDIi IepHHA -
TAJIbHBII aHAMHE3 H yKe B 3 MeC MMeJIH MPU3HAKHN OCTPbIX PECTMPATOPHBIX 3200J1eBaHuii. BUpycHble aHTUTeHbI BbisiBJIEHBI Y 63,36 %
neteii. BoisiBieHa 0OpaTHAsI 3aBUCHMOCTH MEKTy MIOKA3aTeJIsIMH HCKYCCTBEHHOI KoJloHn3amun u aaresueii Candida albicans na Oyk-
KAJIbHBIX JMUTEJIHOLMTAX: YeM HIKE 3HAYEeHUsI UICKYCCTBEHHOI KOJIOHH3ALMHU, TEM Yallle PEruCTPUPOBAIMCH THEBMOHMS M PELU/INBH -
pyIolMii OPOHXUT. YCTAHOBJIEHO CYNIECTBEHHOE CHIKEHUE AHTHAITe3UH CJTIOHBI IPH PeNINBUPYIONIEM OPOHXUTE U BHEOOIbHIYHOI
NHEBMOHHUM, JIOCTOBEPHO OTJIMYAIONIEECS He TOJbKO OT KOHTPOJISI, HO M OT TAKOBOIi Y MAMEHTOB ¢ OCTPbIM OponxuToM. [TanueHTs
C CYLIECTBEHHBIM CHIKEHHEM AHTHA/ITe3MH CJIIOHBI OKA3bIBAIOTCS B KpaiiHe HeOJArONPUSATHBIX YCJIOBUSIX MO CPHIBY a/IANTAIMOHHBIX
pe3epBoB MYKO3aJIbHOI 3AIMTHI OPraHU3Ma.

3akmovenne. CHUZKeHNe OKa3aTeieii MHIeKca KOJOHU3AUN, AHTHAITe3UBHOI AKTUBHOCTH CJIIOHBI HA ()OHE BO3PACTAIOMINX NMapa-
MeTPOB MCKYCCTBEHHO# KOJIOHU3ALMH Yy JIeTeil ¢ penyIuBUPYIOIMM OPOHXUTOM M BHEOOJIbHMYHOI THEBMOHKUEN YKA3bIBAIOT HA TUTy-
00oKwuii 1cono3. lokazaHa BHICOKAs IPOrHOCTHYECKAS 3HAYMMOCTh CKPUHHHTOBBIX M0JIX0JI0B B OLIEHKE TOMEOCTATHYECKHX PECYPCOB
MYKO03aJIbHO# 3aIUThI OJIOCTH PTA NPH OPOHXO0,/IETOYHOI MATOJIOTHH Y JeTei.

Karoueevie caosa: 06”’![4, MyIC03a/lebllz UMMYHUmMem, KONOHU3AUUOHHAA pe3UuCnerHntHoCmb, SKcnpecc-mecmeol.

Ansa untnposanns: nkysa O.U., ParizynnuHa P.A., 3akuposa A.M., CamoposaHoBa E.A., BonsiHiok E.B., Pawuntosa 3.J1., 513aaHm E.B. Kono-
HU3aLMOHHas! Pe3VCTEHTHOCTb BYKKasIbHbIX AMUTEINOLMTOB B OLLEHKE MyKO3a/lbHOro UMMYHUTETA Y AETel C PeKYPPEHTHbLIMU PECNPATOPHbI-
My 3aboneBaHusMu. Poc BecTH nepuHaton v neamatp 2023; 68:(5): 45-52. DOI: 10.21508/1027-4065-2023-68-5-45-52

Of particular interest is the study of colonization resistance of the oral cavity as a physiological phenomenon that reflects the ability
of the microbiota and macroorganism in cooperation to protect the ecosystem of the oral cavity from pathogens.

Purpose is to evaluate the significance of indicators of colonization resistance of buccal epithelial cells as a marker of homeostatic
resources of mucosal immunity in recurrent respiratory diseases in children.

Material and methods. 232 (5—16 years old) children were examined, including 56 children with acute bronchitis, 73 with recurrent
bronchitis, 103 with community-acquired pneumonia. The control group included 31 apparently healthy children of the same age and
sex. Used: conventional paraclinical and laboratory-instrumental methods, etiological verification of viruses and bacteria, coloniza-
tion index and artificial colonization of buccal epitheliocytes, antiadhesive activity of saliva.

Results. 64.38% of children with recurrent bronchitis and 72.82% of children with community-acquired pneumonia were born from an
aggravated pregnancy and already at 3 months had signs of acute respiratory diseases. Viral antigens were detected in 63.36% of chil-
dren. An inverse relationship was found between the indicators of artificial colonization and adhesion of Candida albicans on buccal
epithelial cells — the lower the values of artificial colonization, the more often pneumonia and recurrent bronchitis were recorded.
A significant decrease in saliva antiadhesion was found in recurrent bronchitis and community-acquired pneumonia, significantly
different not only from the control, but also from patients with acute bronchitis. This contingent of patients finds itself in extremely
unfavorable conditions due to the disruption of the adaptive reserves of the mucosal defense of the body.

Conclusion. A decrease in the index of colonization, antiadhesive activity of saliva against the background of increasing parameters
of artificial colonization in children with recurrent bronchitis and community-acquired pneumonia indicate deep dysbiosis. The high
significance of screening approaches in assessing the homeostatic resources of mucosal protection of the oral cavity in children with
bronchopulmonary pathology has been proven.

Key words: children, mucosal immunity, colonization resistance, rapid tests.
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OPUIrNHAJIbHBIE C
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BneunannquKoﬁ HayKe W TIpaKTUKE aKTUBHO
00CyX1maeTcsl BOIPOC MCIIOJIb3OBAaHUSI HEWHBa-
3UBHBIX METOMOB TMATHOCTUKU 3a00JIeBaHUI TETCKOTO
BO3pacTa M HOBBIX MHAMKATOPHBIX MPUEMOB, HaITpaB-
JICHHBIX Ha BBISIBJICHUE TOTTMYECKUX OMOMapKepOB BOC-
nanenus [1, 2]. B cBsg3u ¢ aTuM Oosbllioe 3HaAYeHUE
MpuooOpeTaloT pa3paboTKa M BHEApPEeHUE B TpaKTUye-
CKO€ 3[[paBOOXpaHEHME DKCIIPEeCC-METOA0B, Ha OCHOBE
KOTOPBIX BO3MOXHBI IH(hGEPEHIIMPOBAHHBIN TTOIXOT
K JUArHOCTUKE B Te€YEHNE KOPOTKOTO BpeMEeHHU, OlleHKA
MpOTHO3a 3a00JieBaHUs, OTpeseeHue TaKTUKU Jedeo-
HBIX MEpOIPUATHIL, TTOPOI oTepexarolieil pa3BUTHE
KJIMHUYECKON CUMMTOMATUKU TATOJIOTUYECKOTO TIPO-
necca [3, 4]. 'maBHOE MPEeUMYIIIECTBO TECTOB IJIST DKC-
Mpecc-AUarHOCTUKA COCTOUT B CKOPOCTU TTOJTYYEHMUSI
pe3yIbTaTOB, a MUX MPOCTOTA BHITTOJTHEHUS OIpeaesieT
obnactb nmpumeHeHwus [1, 2].

B nocienHue Toabl yCTaHOBIEHO, UTO STUTEINATb-
HbI€ KJIETKH CIU3UCTBIX 00010UeK 3aHUMAIOT aKTUBHYIO
MO3UIIMIO B CUCTEME TYMOPaJIbHOTO KJIETOUHOTO TOMEO-
cTasza. DTO CrnpaBemJIMBO ISl BCEX CIM3UCTBIX 000JI0-
YeK, B TOM YHUCIe JUIST OYKKATbHBIX SMUTETNOLUTOB —
OHOM M3 caMbIX JOCTYIHBIX JUIST aHaJIN3a KaTeropuu
kieTok. bapbepHass (QYHKIUST CIM3KUCTBIX 000JI0YEK
pecrupaTopHOTO TpaKTa, 3aKJIoJaroasicss B MpeaoT-
BpallleHUW (PUKCAIUX U TPOHUKHOBEHUST MATOTEHHBIX
MHUKPOOPTaHU3MOB BO BHYTPEHHIOIO Cpely OpraHu3ma,
OCYILIECTBISAETCS KOMITJIEKCOM 3alIUTHBIX MEXaHU3MOB:
JIN30LIMHOM, IIMTOKMHOBOM CHCTEMOW, (aKTopamu
ajanTUBHOTO MMMYyHUTeTa M ap. OcoOblii MHTEpec
BBI3bIBAET M3yYeHUE KOJOHU3ALMOHHON PEe3NCTEHTHO-
CTH MOJIOCTU pTa, CBOEOOpa3re KOTOPOI COCTOUT B TOM,
YTO (DYHKUIMOHUPYIOIIME B POTOBOW IOJIOCTU MeXa-

© Konnektns aBTopos, 2023

Anpec s koppecnonaenuuu: [Tukysa Onbra MBaHoBHA — 1.M.H., Tpod. Kade-
JIpbl MPOMEAEBTUKU ACTCKUX OoJie3Hell U dhakybTeTcKoii neamatpun KasaH-
CKOT'O TOCYIapCTBEHHOTO MEANIIMHCKOTO YHUBEPCHUTETA,

ORCID: 0000—0001-5332—8630

e-mail: azakirova@gmail.com

420012 Kasaup, yi. Byrieposa, 1. 49

DaiizynuHa Peszena AGmynaxatoBHa — 1.M.H., ipod., 3aB. Kadenpoii mporme-
JIEBTUKM IETCKUX Oosie3Hel 1 (hakyabTeTcKoi neauarpun KazaHckoro rocymap-
CTBEHHOTro MeanMHeKoro yHusepeurera, ORCID: 0000—0002—7209—-5737
3akupoBa Anbbust MuaxatoBHa — K.M.H., 1011 Kadeapbl MPOTeaeBTUKY 1eT-
cKMX OonesHeil u akynabreTckoil nearatpun KazaHckoro rocynapcTBeHHOro
MeaumrHcKoro yHusepcurera, ORCID: 0000—0003—2976—0807
CamoponHoBa EneHa AHaTonbeBHa — K.M.H., JIOLL. Kadeapbl MPOMeaAeBTUKI
netckux GosesHeit u akyabrerckoii neamarpun KazaHckoro rocynapcTBeH-
HOro MenuumHckoro yHusepcutera, ORCID: 0000—0003—2668—3746
Pammrosa DiuHa JleHapoBHa — nabopaHT Kadeapbl MPOIeaeBTUKN TETCKUX
GosiesHeit u pakyabreTcKoii nennarpun KazaHckoro rocy1apcTBEHHOTO MeIU-
unHckoro ynusepeurera, ORCID: 0000—0003—1450—8254

SA3nann Ekarepuna BsiuecnaBoBHa — ctyneHTka VI Kypea meauarpuyeckoro
akynbrera KazaHckoro rocynapcTBEHHOrO MEAMIIMHCKOTO YHUBEPCUTETA,
ORCID: 0000—0003—0644—5142

420012 Kasaup, yi. Bytmieposa, 1. 49

Bonsniok Enena BanepbeBHa — K.M.H., IOL. Kadeapbl neauaTpun U HEOHa-
Toslorun KazaHCKO# rocynapCTBEHHOM MEAMLIMHCKOM akajaeMuu, duirana
Poccuiickoit MEIUIIMHCKOM aKaIeMUK HENPEepbIBHOTO MPOGeCCHOHATBHOTO
o6pazosanusi, ORCID: 0000—0003—2342—-3092

420012 Kasanb, yi1. Byrieposa, 36/Myirapu 11, kop. 1

HU3MBI 3aIIUThI HAXOASTCS MO/ TTOCTOSTHHBIM IBOMHBIM
BIMSTHAEM KaK OpTaHW3Ma, TaK U OKPYXKaIollel cpembl.
Kononu3zaimoHHast pe3uCTeHTHOCTh SIBJISIETCS (hU3NO-
JIOTUYECKUM (DEHOMEHOM, OTPaKaloIIuM CITOCOOHOCTD
MUKPOOMOTHI U MaKpOOPTaHU3Ma B KOOTIepallluy 3ally-
1IAaTh 3KOCHUCTEMY IMOJIOCTH pTa OT MATOreHoB [5, 6].
CrnenoBateibHO, M3y4yasi 0OCOOEHHOCTU JaHHOTO OMO-
TOMa, MOXHO TOJYYUTh WHOOPMALHNIO O COCTOSTHUM
(GYHKIMOHATBHOTO pe3epBa MYKO3aJIbHOW 3alllUThHI,
CHUXEHUE KOTOPOTO OTKPBIBAET JOCTYI MAaTOJIOTUYe-
CKO MUKpPOOMOTE BO BHYTPEHHIOIO Cpely, BBHI3bIBAsI
MepecTPOiKy CUCTEMHOTO MMMYHUTETa M TOMeocTasa
[7, 8]. B obnuraTHO# MUKPOOMOTE POTOIJIOTKU TOMMU-
HUPYIOT OpaJibHbI€ CTPENTOKOKKU: Streptococcus ora-
lis, Streptococcus sanguis, Streptococcus salivarius. X
MPOTEKTUBHBIN 3 GhEKT peannsyercs: yepe3 KOMILIEKC
MEXaHU3MOB, CBSI3aHHBIX C MeTabOJM3MOM TIpeacTa-
BUTEJIE MHINTEHHOW MUKPOOMOTBI SIMUTETUS CIM3U-
CTOI 00OJIOYKH TTOJIOCTU PTa, W CIIYKUT MHTETPATbHBIM
OTpaXkeHHEeM PEe3UCTEeHTHOCTU opraHu3ma. s xapak-
TePUCTUKU (DYHKIIMOHATBHOM MepecTPOKN MyKO3ab-
HBIX 3MUTEIMOLUTOB MPEATOKEHO UCCIETOBaHNE eCTe-
CTBEHHOU KOJOHM3allMU OYKKaJbHBIX 3TUTEINOINTOB
W cTerleHu ux aare3uBHocTu mis Candida albicans [9].
Ero cyrb 3akjiouyaercsl B perucTpallii HOPMOOMOTHI
POTOBOI TTOJIOCTU C MCITOJb30BaHUEM 3KCIIPEeCcC-MeTO-
OB, TpeOYIOIINX MWHUMAJIBHOTO KOJMYECTBA MaTe-
prajia M TIO3BOJISIIOIIUX TIOJIYYUTh TIOJHBINA OTBET
O COCTOSSHMM MYKO3aJbHOTO cTaTyca uepe3 1—2 4,
YTO Ype3BBIYAIHO LIEHHO TPU BHEAPESHUU UX B JieueO-
HbIE YUpeKAeHUS IJIsT MOHUTOPWHTA TTPOTHO3a TeYSHUS
MHMEKITMOHHO-BOCTTAIUTENIBHBIX MPOIECCOB B PECITH-
patopHoM TpakTe [10, 11]

B crpykType 3abojeBaeMOCTM B JETCKOM BO3pacTe
OJIHO U3 BEIYIIMX MECT 3aHMMaeT KJjiacc 0oJie3Hell opra-
HOB JIbIXaHUsI, KOTOPBI B KOJMYECTBEHHOM OTHOIIECHUU
dopMuUpyeTcs TJIaBHBIM 00pa3oM 3a CYET OCTPHIX PeCT-
paTopHbIX MH(peKIMit. UMeHHO maHHasi TaToJIoTUsT CITy-
JKUT, KaK MPpaBUJIo, IeOI0TOM pa3BUTHS BOCTIAIUTETEHOTO
nopaxeHusi OPOHXOB M JIETOUYHOU TapeHxuMbl [12—14].
BecbMa mepcrneKTUBHEI TTOMCK U pacKPBITHE BEAYIINX 3Be-
HBEB TaToreHe3a BOCIAIUTEIBHOTO Tpoliecca B JISTOYHOM
MapeHXuMe, Ha OCHOBE M3yYeHUST KOTOPBIX BO3MOXKHBI
JTOKJTMHWYeCKasT TMarHOCTUKa, MMpaBUJIbHAsT OLIEHKA TTpOoT-
HO3a Te4yeHUsT 3a00jieBaHUsI, BHIOOP TAKTUKM JICYCHUS
[10, 15]. K TakuM 3BeHBSIM ITaTOreHe3a OTHOCATCS (pak-
TOPBI, KOTOpbIE paHbIle BCETO BKIIOYAIOTCS B Pa3BUTHE
MaToJIOTUYECKOTO TMpOolecca, OMPENESIIOT €ro Harpas-
JICHHOCTb M HauboJiee SIPKO OTPaXKaloT COCTOSTHHE BHY-
TpeHHEN Cpelbl OpraHn3Ma, a MIOTOMY PacCMaTPUBAIOTCS
KaK YHUBepcallbHbIe 3((HeKTOpbl TOMeocTasa.

Bce nsnoxxeHHOe onpeneansio 1ejib Halllero cciaeao-
BaHUsI: OLIEHUTh MPOTHOCTUYECKYIO 3HAYMMOCTD TTOKa3a-
TeJieil KOJTIOHU3AIMOHHOMN Pe3UCTEHTHOCTU OYKKaJIbHBIX
SIUTEMOLMTOB KaK MapKepa rOMeOCTaTUIECKUX pecyp-
COB MYKO3aJIbHOTO WMMMYHUTETAa TPU PEKYPPEHTHBIX
pecrupaTOpHBIX 3a00JIeBaHUSIX Y ICTEH.
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Hulcy3a O.H. u coagm. KoJOHU3aLMOHHAS PE3UCTEHTHOCTb OYKKaIbHBIX AMUTEIUOLUTOB B OLIEHKE MyKO3JIbHOTO UMMYHUTETA y JETENA. .

XapaktepucTtuka peTen u MeToAbl UCCNeaoBaHNSA

B nmerckom crammonHape ['AY3 «lleHTpanbHas
ropounckasi KimHu4eckasg OombHuIa Nel8» 1. Kazanu
MPOBENEHO TUJOTHOE OJHOLIEHTPOBOE HEpPaHIOMM-
3MPOBAaHHOE TIPOCIIEKTUBHOE CPaBHUTEIbHOE MCCIe-
nosanue. C sguBaps 2021 r. mo saBaps 2022 r. o6cieno-
BaHbI 263 pebeHKa B Bo3pacte oT 5 10 16 yier. OCHOBHYIO
TpynIy coctaBuaud 232 malueHTa ¢ OCTpoil OGpoHXoJe-
rouHoir marosorueit (106 meBouek u 126 MaTbUYMKOB);
KOHTpOJbHYO rpyniy — 31 pedbeHok (14 neBouek u 17
MaJIbUMKOB), MPOXUBAIOIINE B 9KOJOTMYECKU Hebsaro-
MPUSTHBIX paiioHax Kazanu. PacnipeneneHue maunueHTOB
T10 TIOJTY ¥ BO3pacCTy TpeAcTaBieHo B TabI. 1.

IOI1Ieil, MPOTUBOBUPYCHON M aHTMOAKTepUaIbHOW Tepa-
MUY MEHee YeM 3a 3 Mec JI0 TIOCTYTUICHUS B CTallMOHap.

WccnenoBaHue BBITTOJHEHO B COOTBETCTBUU C Xe€Jlb-
cuHkckoit neknapanuei 2013 r. (Declaration Helsinki).
WHbopMupoBaHHOE coriacue TOoJydeHO OT MallueHTOB
B Bo3pacTte oT 15 10 16 JeT u oT poauTeeit MallMeHTOB
B Bo3pacTe 10 15 jet B coorBeTcTBUM ¢ DenmepalbHBIM
3akoHOM Ne323 ot 21.11.2011 r. «OcHOBBI 3aKOHOMAA-
TenbcTBa Poccuiickoit Denepanu 06 oxpaHe 300POBbS
rpaxaaH».

g TOCTAaHOBKM JMarHo3a BceM JeTsIM  ObLIu
BBITIOJIHEHBI OOIIEKJIMHUYECKOe OOCIenoBaHUE C TPU-
MEHEHUEeM CTaHIapTHBIX TMapakINMHUYECKUX METOIO0B,
a TakXke J1abopaTOPHO-MHCTPYMEHTAIBHBIX MCCJIeI0Ba-

CrpykTypa 3a00JieBaHMSI IAllMEHTOB OCHOBHOI Huit. MccnenoBanust MpoBOAUIN B COOTBETCTBUU C ITHU-
TpynIibl ObUTa CIIEAYIONIeH: € HEOCIOXHEHHOW BHe- JecKMUMU TNpuHLIMIIaMKu «Hamrexameil KImHW4YecKoi
O0osbHUYHOI MHeBMOHMEe — 103 uyenoBeka, ocTtpbiM  npakTuku» (Good Clinical Practice). OGuieknnHuueckue

OGPOHXUTOM — 56, peLIMINBUPYIOLIIUM OPOHXUTOM — 73.
JInarHo3 ycTaHOBJIEH B COOTBETCTBUHU C JICMCTBYIOIIUMU
COTJIaCUTENIbHBIMU JTOKYMeHTaMM (TIpoToKojbl M3 P®
2018—2022 rr.). JleueHWe NALMEHTOB C YyKa3aHHBIMU
3a00JIeBAaHUSIMU TIPOBOAWIN C YYETOM COBPEMEHHBIX
TepaneBTUYECKUX CTPATETUIA.

IMaumeHTsl W3 TPYNMbl pucka (Tpyrma KOHTPOJIS)
B TeyeHMe 3 Mec, MPEeIIIecTBYIONIUX OO0CIeN0BaHUIO,
HE WMEIM OCTPBhIX BOCHAJIUTEIbHBIX 3a00JIeBaHUI
U1 ObLTA 3M0POBBI HA MOMEHT OCMOTpa, X (hU3NYEeCKOoe
pa3BUTHE COOTBETCTBOBAJIO HOPMAJIbHBIM ILIEHTUJIbHBIM
BEJIMUMHAM.

Kpumepuu exarouenus: BO3pact oT 5 1o 16 iet; mommu-
caHue M0OPOBOJIBHOTO MH(POPMUPOBAHHOTO COTJIACHS;
OTCYTCTBME UMMYHOMOYJIUPYIOIIEH, MPOTUBOBUPYCHOM
U aHTMOAKTepUAIbHOI Tepanuu 3a 3 Mec J0 BKIIOYEHMUSI
B MCCJIE/IOBAaHME; OTCYTCTBUE CIlelin(puuecknx (pakTopon
(couManbHbIX, 9KOHOMUUYECKMUX, KYJIbTYPHBIX), CIIOCO0-
HBIX MOBJIUSITH HAa PE3YJIbTaThl UCCIEIOBaHUSI.

Kpumepuu uckaiouenusn: Haauuue XpoHUYeCKux 3a00-
JIEBAaHWII OpPraHOB JbIXaHUWs, XPOHWYECKOU I1aTOJIOTUU
JIOP-opranos, ayuteprudeckux 3a00j1eBaHNiT; 000CTpeHME
XPOHMYECKON BOCMAJIUTEIHHON MAaTOJOTUN APYTUX Opra-
HOB Y CUCTEM, a TaKXKe HaJn4dne OCTpoil MH(MEKIIMOHHOM
MaToJIOTUU, JIMXOPAIKU; TTPUMEHEHUE UMMYHOMOIYJTUPY-

METO/IbI BKJTIOUaaM cOOp aHaMHe3a 0 JaHHBIM UCTOPUU
pa3BUTHUS JIeTel, BHIMMCKE U3 MEIUIIMHCKON KapThl CTa-
ILIMOHAPHOTO TMallMeHTa U OMpoca POAUTENei/3aKOHHBIX
MpeAcTaBUTeNE; eXeIHEBHOEe HaOMIoeHue 3a J€TbMU
C MOMEHTA TIOCTYIIJIEHUsI 10 BBITTMCKM; OILIEHKY COMAaTH-
4yeckoro 3710poBbsi. [lapakinHuyeckue U J1abopaTopHO-
WHCTPYMEHTAJIbHbIC METOMbI 00C/Ie0BaHUS BKJIIOUAIU
o0IIMiIT aHaIM3 KPOBU M MOYM, OMOXMMUYECKUI aHAIU3
KPOBH, DPEHTTEHOJIOrMYecKoe O00CIe0BaHUE OPraHoB
TPYIHO KJIETKU, OTIpe/ieJIeHNe HachIleHUsI (caTypaliumn)
KPOBU KUCJIOPOAOM.

Bepudukanunio BUpPYyCHOW MHGEKIIMUA y TOCTIATATN-
3MPOBAHHbBIX TAIMEHTOB OCYIIECTBISIIN UMMYHOMIYO-
PECLIEHTHBIM METOJIOM OOHAapy>XKeHUsI BUPYCHBIX aHTUTE-
HOB B 3MUTEIMU HOCOBBIX XOJIOB C TTOMOIIIBIO TIPEIapaToB
CTAaHJAPTHBIX (IIOOPECHUPYIOIINX AHTUTEIN, MOJYYEeH-
Heix B OOO «Ilpeamnpusitie 1Mo MPOU3BOJICTBY JWar-
HOCTMYECKHMX TmpemnapaTtoB» TIpu HayuHo-uccnenona-
TEJbCKOM MHCTUTYTe rpurna uMm. A.A. CMopoaunHIieBa.
CepoJiornyeckue peakiimiu — TOPMOXKEHUST TeMarrioT-
Hauuu (PTTA) n Henpsimoit remarrmotuHauuu (PHITA)
BBINOJHEHBI B JJabopaTopun KazaHcKoro HayuHoO-uccle-
JIOBaTEJIbCKOTO WHCTUTYTA SMUAEMUOJIOTUA U MUKPO-
ouonornu DenepanbHON CITyKOBI TTO0 Ham3opy B cdepe
3alIUTHI MPaB NOTPEOUTENEN U OIArONONyYrs YeJoBeKa.

Tabauya 1. Pacnpenenienue odcienyemMbIX NAMEHTOB 10 TMOJY U BO3PACTY

Table 1. Distribution of study patients by sex and age

Ilon Bospacr, roasl
I'pynna
JIeBOYKH P MaJIbYMKH P 5-9 P 10-16 y

OcroBHast (n=232) ( 4150669) 00012 51;2361) 0,0013 (5??9) 0,0023 97 (41,81) 0,000
BHCOOMBHMYHAS IHEBMO- 45 43 69) 00367 58(56,31) 0,0312 61(59,22) 0,0325  42(40,78)  0,0246
Hug (n=103)

OcTpblii GpOHXHT (1=56) 27 (48,21)  0,0471 29(51,79) 10,0416 33(58,93) 10,0482  23(41,07)  0,0372
zfj;‘g““py“’m”ﬁ OPOHXHT 34 (46,57) 0,0464 39(5343) 0,3942 41(56,16) 00415 32(43,84%) 0,0273
I'pymma kourposst (n=31) 14 (45,16) 17 (54,84) 23 (74,19) 8 (25,81)

[pumeyarue. [JlaHHbIe TIPENCTABICHBI B BU/ie aDCOTIOTHOTO yncia (%). p — M0 OTHOLIEHUIO K KOHTPOJTIO.
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B pabGote mcronbp3oBanm Giyopecunpyoniie MMMYyHO-
IJIOOYIMHBI K BUpycaM TpHIINA, Taparpurina, pecrpa-
TOPHO-CUHIIUTUATILHOMY, PUHO- U aIEHOBUPYCAM.
MyKo3aJbHBII UMMYHUTET Yy OOCII€IOBAHHBIX JCTEi
M3y4Yaiu, UCCIeays KOJOHU3ALMOHHYIO PEe3UCTEHTHOCTh
CIM3UCTOM OOOJIOYKM TIOJIOCTM PTa, €€ YCTOMYMBOCTh
K 3aCeJICHUIO «ITOCTOPOHHUMU» GaKTepUsIMU Ha OYKKaslb-
HOM sruten. O eCTeCTBEHHON KOJOHM3ALWU CYIVIIN
M0 4YUCIy KIeToK S. salivarius B mepecdyere Ha 1 srmTe-
JIMOLUT. Pe3yabTaThl OLIEHWBAIU TIO OATLHON cUCTeMe
C TIepecYeToM Ha MHAEKC KoJIoHM3amuu. MHaekc Koso-
HM3aLNA OYKKAJTbHOTO SIUTENS BBIYUCISUTA 110 METOIY
A.H. MagHckoro, o0CHOBaHHOMY Ha TIOICUETe OpaIbHBIX
CTPEeNTOKOKKOB [9]. JI1s1 M3y4eHust NCKYCCTBEHHOM KOJIO-
HU3alMM OyKKaJIbHOTO 3MUTENSI B COCKOO CO CIIM3UCTOM
o6osouku ek noodasnsuin C. albicans, mTaMM KOTOPOTO
rmoydaid W3 KoJulekKuun Huskeropoackoro HaydyHO-
MCCIIeI0BAaTEIbCKOTO MHCTUTYTA TUTHEHBI W TPOQUIaK-
Tk MunsnpaBa Poccuiickoit denepanmu. Iloce mpu-
TOTOBJICHUST Ma3KOB TpocMaTpuBaid 50 3MUTETUOIIMTOB
U BBICUMTBIBAJIU CpelHee KOJIMUYECTBO TPUOOB, aare3nupo-
BaHHBIX Ha OIHOM KiIeTKe. Peakiuio cTaBuin 1Mo MeTOmy
D. Goldman u E. Goetzl B Monudukanuu A.H. MasiH-
ckoro (1987) [16]. OnpeneneHre aHTHMAATe3UBHOM aKTUB-
HocTu npooann 1o metony J. Ofek u E. Beachey B Mmonu-
dukaunu U.B. MastHckoit u coaBt. (1987) [17]. [TpuHLmmn
METOAMKM 3aKJTIOYaeTCs B OLEHKE CITOCOOHOCTH CITIOHBI
GOJILHOTO TIPENOTBpAIlaTh aAre3ui0 MUKPOOHBIX KIIETOK
Ha OyKKaJbHBIC SIUTEUOLUTHI JoHOpa. [lomydeHHBIE
Pe3yIbTaThI BBIPAXKAIHN B YCJIOBHBIX eIMHMUIAX (YCII. e]1.).
Cmamucmuueckuii anasu3. CTaTUCTUYECKYIO oOpa-
GOTKY TIOJIYYeHHBIX HaHHBIX TMPOBOIMIM C WCIOJb30Ba-
HUEeM IIporpaMMHoOro obecrieueHus Statistica 7,0 (StatSoft,
CIHA) for Windows. Ilpu mpoBepke BBIOOpKM Ha HOp-
MaJbHOCTb IS KOJWYECTBEHHBIX TMPU3HAKOB BHIOOPKU
ObITM pacCUMTaHbl CTAHIAPTU3UPOBAHHAS ACHUMMETPUST
(standardized skewness) 1 cTaHIapTU3MPOBAHHBII IKCIIECC
(standardized kurtosis). Ecnu 3T paccumtaHHbIe 3Have-
HMSl CTAaHAAPTU3UPOBAHHON ACUMMETPUM W CTaHAApTH-
3UPOBAHHOTO 9KCIIeCCa BBIXOMUIIN 3a MpeIesibl TUara3oHa
oT —2 jmo +2, TO paccMaTpuBaeMble KOJIMUYECTBEHHBIE
BBIOOPKM CUUTAIIA OTIMIHBIMU OT HOPMAaJIbHBIX. JlaHHBIE
TIpeNCTaBIeHBI IJIS TToKa3aTesieil, MMEIOIINX HeHOPMaTb-
Hoe pacrpenenenne, B Buae Me [Q1; Q3], rne Me — menn-
aHa, Q1l; Q3 — mepBbIil U TpeTUil KBAPTWIN; IJIsI TTOKa-
3aresieid, UMEIONINX HOPMaJbHOE pacripefe/ieHre B BUIE
M + 3, tme M — cpengHee 3HaueHUe, 0 — CTaHIAPTHOE
OTKJIOHEeHMe. Pazmuuns Mexay AByMs TPYIIIaMU OTIpelie-
JISLTY € MICTTONTb30BaHMeM KpuTtepus ¢ CThIOIEHTA ISt CPaB-
HEHUST CPeIHUX 3HAYeHUI IBYX BBIOOPOK (IIJIs1 BBIOOPOK,
UMEIOIIMX HOPMaJIbHOE pacrpeesieHUe) U C UCTIOJIb30Ba-
HHeM Kputepusi W BUIIKokcoHa UTSI cpaBHEHMST MeIvaH
NIBYX BBIOOPOK (JIJ11 BELIOOPOK, MMEIOIIINX pacripe/ie/ieHIe,
OTJIMYHOE OT HOPMAaJbHOTO). B3aMOCBS3b MeXIy KO-
YeCTBEHHBIMM JaHHBIMU OLIEHUBAJIU C WCITOJIb30BAaHUEM
panroBoit koppensiuun CriupmeHa. [lpu koadpdunmrenTe
koppensunn <0,19 Koppensauus Oblla O4YeHb CJIa0oi,

OPUINMHAJIbBHbBIE CTATbU

npu 0,20—0,29 — cna6oii, npu 0,30—0,49 — ymepeHHOIA,
npu 0,50—0,69 — cpenueit, npu koadpuimenre >0,70 —
CWJIbHOM. Paznmnuusi cuutaim CTaTUCTUYECKN 3HAYMMbIMU
npu p<0,05. WccnenoBaHue TNUIOTHOE, pacyeT oObeMa
BBIOOPKHU HE TIPOBOIIIN.

Pe3ynbratbl

IMTaumreHThl ¢ OCTPHIM U PEUAUBUPYIOIINM OPOH-
XUTOM OBUTM TOCTUTAJIU3UPOBAHBI B CpPEIHETSKe-
JIOM COCTOSTHMM Ha 3—5-1 JeHb OOJIE3HU C KajobaMu
Ha TIOBBIIIIEHWE TemIiepaTyphl Teja B 44 (34,11%) cay-
yasgx, 601b B Topyie B 58 (44,96%) ciyuyasix, 4acThbIil
HaBS3YMBBIN cyxoil Kamenb — 81 (62,79%), xaienb
C OTXOXIeHUEeM MOKPOTHI — B 48 (37,21%) 1 cUMIITOMBI
nHTOKCUKamu — B 37 (28,68%) cnyyasax. [leTu ¢ BHe-
OGOJILHUYHOW TTHEBMOHUENW OBUTM TOCTUTAIN3UPOBAHBI
Ha Oosiee TTO3MHUX cpokax (5—9-it AeHb), YTO MbI pac-
LIEHWBAJIM, KaK MaJJOCUMIITOMHOE TeYeHHe Tpoliecca
B JIETKUX Ha (POHE OCTPHIX peCIMpaTOPHBIX 3aboJieBa-
HUH ¢ mocnenymomieit manudecranueii. [1pu mocryrme-
HUYU WHTOKCUKALIMOHHBIN CUHIPOM PETUCTPUPOBAIICS
y 100 (97,08%) maumeHTOB, pecTUPATOPHBINA CUHIPOM
ObLT TIpeACTaBIeH CyXuM KamuiemM — y 44 (42,72%),
BIaxkHbIM — y 54 (52,43%) nmauuenToB. Obpaiana BHU-
MaHWe CKYTHOCTb (DM3MKAIbHBIX W3MEHEHUN JEeTKUX
y 53 (51,46%) neteit: OTCyTCTBUE TUITUYHBIX ayCKYJb-
TaTUBHBIX TTPU3HAKOB, TOPITUIHOCTh TeYEHUST OOTE3HU,
OTCYTCTBHME BBIPAXXEHHOU BOCTAIUTEILHOM peaKIuu
B reMaTOJIOTMYECKUX aHAT3aX.

IMpu aHamM3e KIMHUKO-aHAMHECTUYECKUX HTaHHBIX
HaOJIIOMaeMbIX TMAIlMEHTOB OCHOBHOW M KOHTPOJIBLHOM
TPYITIT MBI YYUTBIBATN (PaKTOPHI COLMATLHOTO aHAMHe3a
(TUIT ceMbM TAIMEHTOB, XWJINIIHO-OBITOBBIE YCIOBUSI,
OpraHu3alMio OTIObIXa AeTeil), M3 MeIUKO-OMOJIOorrye-
cKkux (hbaKTOpOB HaMOOJbIIIEe BHUMAHUE YISIWIN COCTO-
STHUIO 3I0POBbSI PONUTENIEN, TEYEHUIO TPeHATaTbHOTO
rnepuoaa U paHHero AeTcTBa naiueHToB. Hanbosnee cyie-
CTBEHHO BBIICIISIIACH TALMEHTHI C PEelUINBUPYIOIIAM
OpPOHXUTOM U BHEOOJIBLHWYHON MHeBMOHUMe. MMeHHO
Yy HUX OTpHIIATeIbHbIE COLMATbHBIE M MEIUKO-OMOIOTH-
yeckue (aKTOphl B COYCTAHUM C paHHEH coluaan3amnueit
PEerucCTpUpOBAINCH B 2 pasa yaile, YeM Y JIeTeil ¢ OCTPhIM
opouxutoM. Tak, IO aHaAMHECTMYECKMM HaHHBIM, 47
(64,38%) nmeteit ¢ peUMAMBUPYIOIIMM OPOHXUTOM U 75
(72,82%) ¢ BHEOOTHPHUYHOUN TTHEBMOHUEH WMENN OTSATO-
IIEHHBIN TMepuHaTanbHbI aHamHe3, B 40 (54,79%) u 72
(69,9%) crnyyaeB COOTBETCTBEHHO HAXOAMJIUCH Ha UCKYC-
CTBEHHOM BCKapMJIMBaHWU, YK C 3-TO Mecsilia UMENn
MepBbie TPU3HAKKA OCTPBIX PECITMPATOPHBIX 3a00JIEBAHMIA.
B 6ostee paHHeM Bo3pacTe HaYalld MOCEIATh IETCKUIA cal
36 (49,32%) MaMeHTOB C PEUUANBUPYIOIIMM OPOHXUTOM
u 15 (14,56%) — c BHEOONbHUIHOW ITHEBMOHUEH.

TMonoxXuTeTbHBIN aHATN3 Ha AaHTUTEHBI UCCIIEAYEMBIX
BUpycoB numeiics B 147 (63,36%) ciydasix. B aHTUreHHOIM
CTPYKTYpe B MCCIIeIyeMOl TpyIIre Mpeodiagain aaeHo-
BUPYC, PECTUPATOPHO-CUHIIUTUATILHBINA BUPYC, a TaKXe
ux couetaHue (Tad. 2).
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OlleHKa MHIEKCA eCTECTBEHHON KOJOHM3aN OyK-
KaJIbHBIX SMUTEJIMOLMTOB U MCKYCCTBEHHON KOJIOHU-
3alMK OYKKaJIbHBIX SMUTEIMOLIMTOB Y IeTeil mpeacTaB-
JieHa B Tab. 3.

B 3aBUCHMMOCTM OT TONMKM BOCIAJUTEILHOIO IOpa-
JKEHUSI PECUpaToOpHOro TpakKTa OTMeYeHa HEOIHO-
POIHOCTb KOJIOHM3ALMM OYKKAaJbHBIX SIUTEIMOLMTOB
OpaJIbHBIMU CTPENTOKOKKaAMU. B HauOosblIeil cTerneHu
cTpajajia KOJOHM3alMOHHAs Pe3UCTEHTHOCTh Y MareH-
TOB C BHEOOJIbBHUYHOM IMTHEBMOHUEN U PELIMINBUPYIOLIAM
opouxuToM. deduur mokasaTelieil aare3un o0JIMTaTHOMN
MMKpPOOMOTBI TOJIOCTH PTa OTpa)kaeT HU3KUIA TOTEH-
LIMaJI KOJIOHU3ALMOHHOM PE3UCTEHTHOCTH MYKO3aJbHOM
3aIUTHI Y IeTeil. DTO MOATBEPXKICHO B HACTOSIIIIEM UCCITe-
JIOBaHUU YBEJIMYEHNEM KOJINUECTBA YCIIOBHO-TTATOI€HHOMR
Gophl, TECTUPYEMOI HAMKM B PeaKLIMM KCKYCCTBEHHOM
kononm3atuu ¢ C. albicans. TlyteM KoppensimMOHHOTO
aHa/IN3a BbISIBJIEHA CTATUCTUYECKM 3HAYMMasl 3aBHUCHU-
MOCTb MEXIY IMOKa3aTeIsIMU UCKYCCTBEHHOM KOJOHM3a-
muu u agre3ueit C. albicans Ha OyKKaJIbHBIX SITUTEINOLIM -

tax. Tak, yeM HWXe ObLIM TMOoKas3aTed MCKYCCTBEHHOM
KOJIOHM3alluK, TeM Yallle PerucTpUpOBaIMCh BOCIATM-
TeJbHBIE TOPAXEHUs MapeHXUMBbI JIETKUX W PELUIBU-
PYIOLINI OPOHXHUT, YTO TOATBEPXKIAETCS HATMIUEM TIpsi-
MO KOppeNsSIuM MeXTy TToKa3aTeIsIMA aHTUAATe3UBHOM
AKTUBHOCTHU CJIIOHBI U MHIEKCOM KOJIOHU3aluu (Tadi. 4).
Yem Huxe ObLIM TlapaMeTpbl aHTHUAATE3UMBHOW aKTUB-
HOCTHU, TeM OoJibllle ObIT BbIpaxkeH Ae(UIIUT OOJIUTaT-
HOl MUKpOOWOTHI. VM3 mpuBeneHHbIX MaHHBIX CIENyeT,
YTO TMALMEHTHI C BHEOOJbHUYHOM ITHEBMOHMEN U el -
BUPYIOIIMM OPOHXUTOM MMEIOT HU3KUI ananTaliMOHHbIN
pe3epB MyKO3aJIbHOM 3aIIUTHI.

OO0cyxaeHue

PecniupaTopHast maToJI0TUs JOMUHHUPYET B CTPYKTYpE
o011eii 3a00IeBaeMOCTA BO BCEX BO3PACTHBIX TpYMIIaXx.
B mnocnegHue rombl oTMeueHa TpaHchopmauusi Tede-
HUS 3a00JIeBaHUIT OPTaHOB JBIXaHUS 32 CYET CHYDKEHUS
nonu (aTaabHBIX M TSDKETbIX (opMm 0Oojie3HM Ha (hoHe
HapacTalollero 4ucjia MalMeHTOB C BSUIOTEKYIIMMHU,

Tabauya 2. PacnpenesieHne NANMEHTOB B 3aBUCMMOCTH OT BbIJeJIEHHbIX BUPYCHBIX AHTHT€HOB
Table 2. Distribution of patients depending on the isolated viral antigens

OcTpblii OpOHXUT PenuauBupyrompmii BHeOoabHHYHAS
OTHOIOrUYECKHI aTeHT (n=56) Opouxur (n=73) nsesmMonust (n=103) P
1 2 3

p, ,=0,0367

AIIEHOBUPYCHBIIA 6 (10,71) 15 (20,55) 7 (6,79) P, ,=0,0481
p, ;=0,0224
p,,=0,0738

PecniupaTtopHo-CHHIIMTHATBHbBI 3(5,36) 25 (34,25) 9 (12,33) p, ;=0,0274
P, ,=0,0368
p, ,=0,0232

[Taparpuno3Hbrit 10 (17,86) 2(2,74) 4 (3,88) P, ,=0,0383
p, ;=0,0749
p,,=0,0085

PuHoBUpYCHBII 19 (33,93) 1(1,37) 1(0,97) p, ;=0,0039
P, ;=0,0597
p, ,=0,0429

CoueTaHHBIC BUPYCHBIC aHTUTEHBI 21 (37,5) 23 (31,51) 1 (0,98) P, ,7=0,0037
P, ,=0,0061

Bcero 59 (40,13) 66 (44,89) 22 (14,96)

IIpumeuanue. JJlaHHbIe TIpeiCTaBICHBI B BUjie adc. uncina (%).

Ta6auya 3. I1oKa3aTesm KOJIOHA3ANMOHHOI Pe3UCTEHTHOCTH OYKKAJIBHBIX SNMUTEINOIMHUTOB Y 00CJIeI0BAHHBIX I€TEN, YCII. €.
Table 3. Indicators of colonization resistance of buccal epitheliocytes in the examined children, standard units

Hunekc UckyccTBeHHAS Koaddunuent

prnna KOJIOHM3aluu P KOJIOHU3auus P KoppeJdainuu » P
OcHoBHas (n=232)
OcTpbiit GpOHXHUT (1=56) 1,86+0,07 0,0489* 7,21+0,8 0,0672* 0,26 0,0498
Pemnnupupyiomy 1,2840,09 0,0312* 13,87+0,48 0,0117* 0,65 0,0015
opoHxuT (n=73)
W8 o . e 0,89+0,11 0,0173* 14,55+1,21 0,0093* 0,73 0,0009
Monust (n=103)
I'pynna kontposs (n=31) 2,03%+0,02 - 6,3410,67 - - -

IIpumeuanue. * — p O OTHOLLEHUIO K KOHTPOJIIO.
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OPUINMHAJIbBHbBIE CTATbU

Tabauua 4. TlokazaTe i aHTHAATe3UBHON AKTHBHOCTH CJIIOHBI B 3aBUCMMOCTH OT HO30JI0TMH 6p0HXO.TleF0‘lHOI‘O mnpouecca 'y obce-

JIOBaHHBIX JeTeil, YCII. efl.

Table 4. Indicators of antiadhesive activity of saliva depending on the nosology of the bronchopulmonary process in the examined

children, arb. units

Hosoorust AHTHAATE3UBHAS 7 Wnpekc 7 Koaduument E
AKTUBHOCTD CJIIOHBI KOJIOHU3 AU KoppeJisinuy »

Octpelit 6poHXUT (1=56) 0,5140,03 0,0672* 1,861+0,07 0,0489* 0,54 0,0498
ROy oru 0,36%0,04 0,0117* 1,28+0,09 0,0312* 0,62 0,0015
oponxut (n=73)

e 0,27+0,05 0,0093* 0,89+0,11 0,0173* 0,71 0,0009
MoHus (n=103)

I'pynma konTposst (n=31) 0,6910,05 2,03£0,02

Ilpumeuanue. * — p IO OTHOLIEHHUIO K KOHTPOJIIO.

3aTSDKHBIMU, PEIUAMBUPYIOIIUMU BapyuaHTaMU TEUCHUST
OPOHXO0JIETOYHBIX ITPOIIECCOB C YACTUYHOI dpaguKaiuein
BO30YIUTENSI, C OTCYTCTBUEM ITOJTHOTO KIIMHUKO-UMMY-
HOJIOTUYECKOTO M PEHTTEHOJIOTMYECKOTO 3aBepIIeHUST
BOCITAJIUTEIBHOTO TIpollecca. Takue TMalMeHThl B Iajlb-
HeWIIeM TIOTOTHSIOT TPYIIITYy YacTo OOJICIOIINX IeTeid,
KOTOpBIE€ COCTAaBJISIOT 10 65,1% B HeTCKOM TMOMyJISLUN
1 UMEIOT OCOOEHHOCTH B T€YEHNH, JICUEHUU U peabuIn-
TalMu MocJie TepeHeceHHOTo 3aboeBanus [18—21].
ITockobKy BXOOHBIMU BOPOTAMM JIJISI  TTAaTOTEHOB
TpY 3a00JIEBAHUSIX PECTTMPATOPHOTO TpaKTa CIyKaT 000-
JIOUKU TIOJIOCTH PTa, MEePBBIA U HEOOXOMUMBIM 3Tal WHU-
LIMalMU  TTaTOJIOTMYECKOTO TIpoliecca — IIPEeomoJieHHe
KOJIOHU3ALIMOHHOM pe3UCTEHTHOCTU. MIMEHHO HOpMasib-
Hasi MUKPOOMOTa POTOTJIOTKM WTPaeT POJb OMOJIOTHYe-
CKOro Oapbepa y OpraHu3Ma, TpPEISITCTBYIONIETO 3ace-
JIEHWIO TaTOTeHHBIX MUKPOOPTaHM3MOB Ha OyKKaJTbHOM
srutenuu [22—24]. MyKo3aJbHbIii UMMYHUTET W3ydasiu
C MWCMOJb30BAHUEM 3KCITPECC-METONOB OLEHKU HCKYC-
CTBEHHOI KOJIOHU3ALIMM, MHIEKCA KOJOHU3ALMY U aHTH -
aITe3WBHON aKTWUBHOCTU CJTIOHBI, TPEOYIOIIMX MWHU-
MaJbHOTO KOJIMYECTBA 3aTpaT BpeMeHU U HEMHBA3UBHOTO
3abopa Ouojornueckoro Matepuana [2, 6, 17, 25]. Ipu-
CYTCTBHE MEHEe TUITMIHBIX TSI JTaHHOTO OMOTOTIAa MUKPO-
opraHu3MoB (B Hamux uccienoBanusix C. albicans) otpa-
KaeT ocjabieHre KOJOHM3AlMOHHOW pPEe3MCTEHTHOCTH,
CUTHAJTM3UPYS O AeCTAOMIM3ALIOHHBIX Tpolieccax, CPoKy-
CHUPOBaHHBIX Ha YPOBHE CIU3KMCTHIX 0000ueK. OTMeUeHa
HEOITHOPOIHOCTb YPOBHS KOJOHM3ALUM OYKKaJTbHOTO
SIUTENNST OPATbHBIMU CTPENTOKOKKAMU B 3aBUCUMOCTHU
OT TOMWKH BOCTAJIMTEBHOTO TOPAXKEHUST PeCIMpaTop-
HOro TpakTta. B HauOosblneil creneHu cTpamaia KoJo-
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AHAIN3 0CJI0KHEHNIi HelpOoreHHo# TMC(YHKIIMM MOYEBOro My3bIps y JeTei
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Analysis of complications of neurogenic bladder dysfunction in children

V.1. Morozov'?, I.N. Nuritdinov', D.V. Morozov’

'Kazan State Medical University, Kazan, Russia;
2Children’s Repubilic Clinical Hospital, Kazan, Russia;
3Kazan State Medical Academy, Branch Campus of the Medical Academy of Continuous Professional Education, Kazan, Russia

JIuchyHKIuS HIZKHUX MOYEBBIBOISIIMX MyTell — 9acToe MOC/IeICTBIE NEPUHATAILHBIX MOPaKeHHit HepBHO# cucTembl. JlnchyHkims
MOY€BOTO IMy3bIPS M MBI YPOT€HATAJIBHOM qUadparmMbl y JeTeii 3Toii rpymimbl MOXKET COMPOBOKAATHCS TXKEIBIMH YPOIMHAMUYE -
CKHMH PACCTPOMCTBAMM M B OTHEJIbHBIX CAY4asXx MOKET MPUBECTH K TAKMM OCJIOKHEHHSAM, KAK XPOHMYECKAS PelHINBHPYIOMIAsT
HH(QEKIMA MOYEBbIBOIAIIMX MyTel, My3bIPHO-MOYETOYHUKOBO-IOXAHOUHDIIi pedokc, HedpocKiepo3, aTpodusi MoYeK, XPOHHYe-
CKast MOYeYHast HeJI0CTATOYHOCTb.

Heas uccnenoBanus. Vzyyenue ypornedpoaornueckux OCI0KHEHHIA y eTeil ¢ pa3andnbiMi opMaMu HeiAPOreHHOM TMCHYHKIMH
MOY€BOT0 My3bIPs U MPe/I0KEeHHEe METO0B MX NMPO(MUIAKTHKH W MATOreHETHYECKOr0 JIeYeHHUs.

Marepuansl 1 MeToabl. OGciienoBanbl 67 aereii ¢ HeliporeHHoii qucyHKnueii MoueBoro my3pipsi. Becem mersiM Obl1a npoBeseHa
noJiHas ypoHedpoiornyeckast M HeBPOJIOrnYecKasi JMATHOCTHKA C MPUMEHEHHEM 00bEeKTHBHBIX HEHPOBU3YAIM3HPYIOUIMX, 3JIEKTPO-
(usHoTOrMIECKHX U (PYHKIMOHAIBLHBIX METOIOB HCCIEI0OBAHMS.

Pe3yabrarsl. JIHarHOCTHPOBAHBI 0C/I0KHEHHUS, MPUBOISAIINE K COMATHIECKHM 3200J1€BaHHAM: XpoHndeckuii muctut — y 13 (19,4%)
NAIMEHTOB, XPOHNYecKuii mueonedput — y 57 (85,1%), my3pipHO-MO4E TOUHHKOBO-10XaHOYHbIii pedtioke — y 25 (37,3%), xponu-
yecKas noueyHas Heaoctatoynoctb — y 8 (11,9%). Tepanus HeiiporenHoi uc(yHKIUH MOYEBOTO My3bIPsi 3aKII0YAIACH B 0A3UCHOM
Tepanun oyara nopaxenusi IIHC, a Takke B cHMITOMATHYECKOI Tepanuu, HANPABJIEHHON HA HOPMAIM3ALMIO (DYHKIMOHAILHOIO
COCTOSIHHSI MOY€EBOTO My3bIps. B Go/IbIIMHCTBE CiTydaeB B MPOLECCE M3JIEYEHNs OCHOBHOTO 3200/1€BaHMS PAa3BHBIINECS OCIOKHEHHS
ObLIM KYMHPOBAHBI B TeYeHHeE rofa. B oTAeIbHBIX Cllydyasx y AeTeil ¢ rpyObIMU HEBPOIOTHYECKUMH HAPYIIEHHMA (MUEJIOINCILIA3HKA,
MEHHHIOPAJUKYJIoIee), HAPALY ¢ MeTUKAMEHTO3HOi 1 (pM3MoTepanueii, NPOBOIUIMCH XHPYPrUYECKHEe MAHUIY JISIMK (Mepuoanye-
CKast KaTeTepu3aiusi MOYEBOro My3bIpsi) M ONEePaTHBHbIE BMENMIATEIbCTBA (IMAIMCTOCTOMS).

BoiBonsl. Y nereii ¢ runeppedieKcueii 1eTpy3opa ¥ HerpyObIX «BBICOKMX» MOPAXKEHHAX HEPBHOI CHCTEMbI 0TMEYAIHCh, KAK Mpa-
BUJIO, KJIMHHYECKHE CHMIITOMBI HEPOreHHOM MMCHYHKIMA MOYEBOrO My3bIps, yXyIUIAIONIME JIAIIb KAYECTBO JKHU3HA MANHEHTOB.
VY 7eTeil cO 3HAYMTEILHBIM HEBPOJIOTMYECKHM Je(UIMTOM U J0CTATOYHO IPYOBIM MOPAKEHHEM MOSICHUYHO-KPECTIIOBOIO OTIeaa
CIHUHHOTO MO3Ta Pa3BHBAJMCH OCJIOXKHEHHS, YXYAUIAIONHE COMATHYECKOE 3/I0POBbE MANMEHTOB ITO rPYINbI.

Karouesvie caoea: demu, neiipoeennas OUc@HYHKYUS MOYEB020 NY3bIPs, IHYPe3, NUEAOHePPUM, NY3bIPHO-MOUEMOUHUKOB0-N0XAHOUHbLI
peghniokc.

Ans untuposanunsa: Moposos B.U., HyputanHos W.H., Moposos [.B. AHann3 OCHAOXHEHWI HEepOreHHou ANCOYHKLUMN MOYEBOIro ry3bips
y aeteli. Poc BecTH nepuHaton v neavatp 2023; 68:(5): 53-60. DOI: 10.21508/1027-4065-2023-68-5-53-60

Dysfunction of the lower urinary tract is a fairly common consequence of perinatal lesions of the nervous system. Dysfunction
of the bladder and muscles of the urogenital diaphragm in this group of children can be accompanied by severe urodynamic disorders
and, in some cases, can lead to complications such as chronic recurrent urinary tract infection, vesicoureteral reflux, nephrosclerosis,
kidney atrophy, chronic renal failure.

Purpose. To study uronephrological complications in children with various forms of neurogenic bladder dysfunction and suggest
methods for their prevention and pathogenetic treatment.

Material and methods. 67 children with neurogenic bladder dysfunction were examined. All children underwent comprehensive urone-
phrological and neurological diagnostics using objective neuroimaging, electrophysiological and functional research methods.
Results. Complications leading to somatic health disorders in patients were diagnosed. These included chronic cystitis — in 13
(19.4%) patients, chronic pyelonephritis — in 57 (85.1%), vesicoureteral reflux — in 25 (37.3%), chronic renal failure — in 8 (11.9%)
children. Therapy for neurogenic bladder dysfunction consisted of basic therapy of the central nervous system lesion, as well as symp-
tomatic therapy aimed at normalizing the functional state of the bladder. In the vast majority of cases of neurogenic bladder dysfunc-
tion complications, their relief occurred within a year in the process of curing the underlying disease. In some cases, in children with
severe neurological disorders (myelodysplasia, meningoradiculocele), along with medication and physiotherapy, surgical manipula-
tions (periodic bladder catheterization) and surgical interventions (epicystostomy) were performed.

Conclusion. In children with detrusor hyperreflexia and mild «high» lesions of the nervous system, clinical symptoms of neurogenic
bladder dysfunction were usually noted, worsening only their quality of life. In children with a significant neurological deficit and a rather
severe lesion of the lumbosacral spinal cord, complications developed that worsened the somatic health of this group of patients.

Key words: children, neurogenic bladder dysfunction, enuresis, pyelonephritis, vesicoureteral re flux.

For citation: Morozov V.I., Nuritdinov I.N., Morozov D.V. Analysis of complications of neurogenic bladder dysfunction in children. Ros Vestn
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3a60)‘[eBaHVI${ HEPBHOM CUCTEMBI Yy NeTeW TpeacTaB-
JISIIOT 3HAYUTEIBHYIO COLMAJIbHYIO U 3KOHOMUYE-
CKYIO0 TIpO0JIeMy B MMPOBOI TMEeIMaTpUIeCcKOi MpakTUKe.
JAnchyHKIMS HIDKHUX MOYEBBIBOISIIMX TyTel B 3HAYU-
TEJbHOM YacTU CJIydaeB SIBJISIETCS TTOCJEICTBUEM TEepH-
HaTaJbHOW MaTOJIOTMY HEPBHOM cHCTeMBI Yy neteil. Bbico-
Kasi pacrpoCTpaHEHHOCTh HEWPOTeHHON auChYHKIIUU
MOYEBOTO My3bIpsl CpPear JEeTCKOTo HacesleHus (1o IaH-
HBIM 3apyOeXHBIX aBTOPOB, Mouth 30%) 0OyCIOBIMBAECT
0OJIbIIIEe SKOHOMUYECKUE TTOTePU BCJIENCTBUE WHBAIM-
NU3alMK, COLMATbHON M30JISIIMUA, OrpaHUYUBaeT (hU3u-
YECKYI0 U TICUXMYECKYI0 aKTMBHOCTb TMAIIMEHTOB C JaH-
Hoil maronorueit [1, 2]. AKTyaJlbHOCTb HEWpPOTeHHOI
IUChYHKIIMA MOYEBOTO ITy3bIpsi y JeTell oOycoBIeHa
BBICOKOM 4aCTOTOM M XapaKTEPOM €€ OCJIOXKHEHUI, KOTO-
pble MaJIOM3y4eHbl U HEIOCTATOYHO MOAPOOHO OIMUCAHBI
B CTielIMaJIbHOM JTUTepaType. YKasaHHas 1mpobjeMa HOCUT
MEXIUCUUTUIMHAPHBINA XapakTep B CBSI3M C HaJWIUEM
B ATHOIAToreHe3e 3a00JeBaHMUSI KaK YPOJOTUYECKUX,
TaK ¥ HEBPOJOTUUECKMX acIleKToB [3—5].

Ilon HeliporeHHO MUCGHYHKIIMEN MOUYEBOTO TY3bIPSI
cJiefyeT TTIOHUMAaTh pa3HOOOpa3Hbie (hOPMbl HAPYIIEHMS
ero pe3epByapHO M 3BaKyaTOpHOU (YHKIIUIA, pa3BU-
BalolIMeCs] BCJEACTBUE TMOpakeHUsl HEPBHON CUCTEMBbI
Ha ee pa3IMYHBIX YPOBHSIX: OT KOPbI TOJIOBHOTO MO3ra
JI0 MHTpaMypaJbHOTO arlapaTa MOYeBOTO Iy3bIps [6].
HauGonee pacnpocTpaHeHHBIMM TIPUYMHAMM PA3BUTHUS
HEHUpOTreHHOW MUCGhYHKIIMA MOYEBOTO MY3bIpSI CIIyXKaT
pasnuyHble nedekThl HepBHOW TpyOku (spina bifida,
MEHUHTOMUENIONENE), TUMOKCUYECKO-TpaBMaTUYECKe
MOBPEXIEHUST TTO3BOHOYHUKA, CITMHHOTO M TOJIOBHOTO
MO3ra, B TOM YKCJIe B TIepUHATaILHOM TepUOJIe, OTTYXOJIr
TOJIOBHOTO M CIIMHHOTO MO3Tra, HeBpomnaTuu (CUHIPOM
I'mitena—bappe), HelipouHdekuuu (reprneTuyecKuit
sHuedanur) [7—11].

B 3aBucumMoctu ot dopmbl HapylieHUs: (GyHKIIUO-
HaJILHOTO COCTOSTHUSI MOYEBOTO IMy3bIpsl (TUMIEp-, TUTIO-
i apediekcust JaeTpy3opa) B OTIOEIbHBIX CIIydasix
HeliporeHHast AUCGYHKIMST MOUYEBOTO ITy3bIpSI MOXET
COTIPOBOXAATHCS TSKEJBIMU YPOAMHAMUYECKUMU pac-
cTpoiicTBaMu. DTU HapyIIeHUs, KaK TTPpaBUJIO, TIPUBOIST
K pa3BUTUIO XPOHMYECKOW peluauBuUpylolieil nHdeK-
IIMM  MOYEBBIBOJSIIMX TIyTe (XpOHUYECKUI ITUCTUT
i nueaoHedpur), GOPMUPOBAHUIO ITy3BIPHO-MOYE-
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Tabauya 1. lemorpaduyeckue XapakTepUCTUKH 67 MalMEeHTOB
Table 1. Demographic characteristics of patients

TIpu3nak Abc. uncio %
Manpunkn 32 47,8
JleBoukm 35 52,2
Bo3spact, roast
5-7 20 29,9
8—11 28 41,8
12—14 19 28,3

TOYHUKOBO-JIOXaHOYHOTO pediiokca ¢ pas3IuIHbIM
BapMaHTaM HeJIepXaHUsT MOYM. B OTHENBbHBIX CITydasx
WCXOIOM 3THX HapyIIeHWI MOTYT OBITh He(dpOCKIepO3,
atpodus MoYeK, XpOHWYECcKas IMoYeuHass HeIoCTaTo4-
HOCTh. [loBpexaeHue TOYeYHON IMapeHXUMbI MOXHO
MpeAOTBPaTUTh TPHU afeKBATHON OILIEHKE BO3MOXHBIX
OCJIOXKHEHUI HEWpOreHHON IMCOYHKIIMM MOYEBOTO
My3bIpst U TIPOBEIEHUU COOTBETCTBYIOIINX MPEBEHTHB-
HBIX JIEYeOHO-TTPODMITAKTUIECKUX MEPOTIPUSITHIA.

[Heab uccnenoBanus: u3ydeHue ypoHe(poaornuecKux
OCJIOKHEHUH y JeTell ¢ pa3TunIHbBIMUA (popMaMu HeMpo-
TeHHOU AUCOYHKIIUY MOUYEBOTO Ty3bIps U TIPEIIOKEHNE
METOIOB MPOMMIAKTUKY W TTATOTEHETUIECKOTO JICUSHUS
TaKUX OCJIOXKHEHUIA.

XapaktepucTtuka petei U MeToAbl UCCNea0BaHUS

C 2015 1. mo 2020 r. Ha 6a3e THEBHOTO YPOJIOTHYEC-
KOro cramydoHapa TIOJUKJIMHUKKM JIeTcKoil pecy0-
JINKAHCKOW  KJIMHWYeCcKoi OonbHUIlbl  Pecrydauku
TartapctaH o6clieoBaHbI 67 AeTeill ¢ HeMPOTEHHOM AUC-
¢yHK1IME MoueBOTOo Mmy3bIps (Tad. 1).

OOcnenoBaHMe BKIJIIOYAJIO COOp aHAMHECTHMYECKUX
JNAHHBIX, NETAJBbHBIM aHAJIU3 KIMHUYECKON CUMITOMAa-
TUKH, OTpelesiecHre PUTMa TIPOU3BOIBHBIX MOYEUCITY-
CKaHMH, TabopaTopHbIe MCCIEIOBaHUS KPOBU W MOYH,
KOMITJIEKCHOE YpOIMHAMUUYECKOe UCCIIeqoBaHme (PETpo-
rpagHass MUCTOMETPHSI, TTPOPUIOMETPUS YPETPHI), YiIb-
Tpa3ByKOBOE MCCIIe[IOBaHUE MOYEK M MOYEBOTO ITy3bIpsI
JI0 Y TIOCJIe MUKIIUM C TIeJIbIO OTIpeNeIeHUsT OCTaTOIHOM
MOYM, MO TIOKa3aHUSIM MMKIIMOHHAs LIMCTOYpPETpOrpa-
dus, akcTpeTopHas yporpadusi, IUCTOCKOMUST C Kaau-
OGPOBKOI ypeTphbl, MATHUTHO-PE30HAHCHAsT U KOMITbIO-
TepHast TOMOTpauy MOUYEBBIBOISIINX MyTei, CTUHHOTO
U TojIoBHOTO Mo3ra [12]. JIeBouku KOHCYJIbTUPOBAIUCh
y IETCKOTO TMHEKOJIOTa B LIEJISIX BbISIBIEHUST BO3MOXHOTO
BYJIbBOBarmHuTa. Bce TecThl (DYHKUMOHATBLHOW aua-
THOCTMKM HVKHHMX OTIEJIOB MOYEBBIBOISIIE CUCTEMBI
MPOBOIMJIA B OTCYTCTBME aKTUBHOTO BOCIAJIUTEIBHOTO
Mpoliecca Mo JaHHBIM J1ab0PaTOPHBIX METOIOB HCCIIe-
JOBaHUS.

Ilpn cOGope aHamMHe3a IJid OOBEKTMBHOI OLIEHKU
aKTa MOYEHCITyCKaHUs TMAllMeHTOB, CTpaJalolIux Heil-
pPOTeHHON IUCGhYHKIMEH MOYEBOTO TIy3bIpsS, AETSIM
WA POAUTENSAM (eC peOeHOK He B COCTOSTHUU 3aIT0JI-
HUTh aHKETy CaMOCTOSITeJIbHO) OBbLIO TIPEaIOXKEHO
HCTIOIb30BaTh CIEIWalbHbIE OMPOCHUKU W TaOJUIIBI
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Mopo3zoe B.H. u coaem. AHaIIU3 OCIOXHEHUI HEIPOTeHHOM AMCHYHKIIMU MOYEBOTO Ty3bIpsI Y AeTeit

MO OTNpeNeseHNI0 CYTOYHOTO pHUTMa TIPOM3BOJIBHBIX
MOUYEUCTYCKaHUI, TIPU TMTOMOIINA KOTOPBIX (puKCcUpoBa-
JIOCh KOJIMYECTBO BBIICJICHHON MOYM 3a KaXk/10€e MOYeH-
ciryckanwue [10]. OneHUBaIM CYTOYHBIM M HOYHOU AUY-
pe3, 3¢hGeKTUBHBI 00bEM MOYEBOTO TY3bIPSI, YUCIO
MUKIIMI 32 CYyTKH, TMHAMUKY 00beMa MOUYM 3a KaXxIoe
Mmoueucnyckanue [13]. ¥V mereil ¢ runepakTUBHOCTBIO
MOUEBOTO Ty3bIpsl Jievallde BpauM 3arlojHSUIM KAy
Buminesckoro (puc. 1).

Takum 00pa3oM OBLIM MCKIOUEHBI BOCTIAJIUTE/b-
Hble M BpOXIEHHBIE OOCTPYKTUBHBIE 3a0o0JieBaHUS
MOYEBBIBOASIINX MyTel KaK BO3MOXHbBIE MTPUUUHBI UX

nuchyHKUMU. s olleHKM HEBPOJIOTUYECKOTO cTaTyca
COBMECTHO C IETCKMM HEeBPOTIAaTOJIOTOM U3yJYaiu TTepu-
HaTaJbHBIN MePUOMA XXU3HU pebeHKa, HaJTUuKre TPaBMbl
LIHC B nmpo1uiioM, MpoBOANIN HEHPOPEHTTEeHOIOT Y e-
cKMe uccienoBaHus (3HIedano- WIM MHUETOCTIOHIM -
Jorpacdusi), 31eKTpoDU3NOTOTUIECKIE UCCIeT0BaAHUS
(anexTpoMuo-, peosHiedano- U 3JaeKTpo3Hledano-
rpacdus; puc. 2). Y aereit ¢ mogo3peHrueM Ha MUEIOIN -
CTUTA3UI0 TOSICHUYHO-KPECTIIOBOTO OTAENa CITMHHOTO
MO3Ta BBITIOJHSIIA 3JIEKTPOMUOTPaduio MBI pOMGO-
BUIHOTO TPEYTOJbHUKA CIUHBI (TPEYroJbHUK MMX0-
aJica), 4YTO TIO3BOJISIO CYAUTH O (PYHKIMOHAJIBHOM

CuenKa CHIAPOME HMIEPATHEHOTO MOMEHENY CKANHA
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Puc. 1. Dopma 1151 OLEHKH CHHAPOMA UMIIePATHBHOro Mouencnyckanus no E.JI. Bumnesckomy.
Fig. 1. Evaluation of the syndrome of imperative urination according to E.L. Vishnevsky.
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OPUIrNHAJIbHBIE C

b

COCTOSIHUM CETMEHTOB CIIMHHOTO MO3ra Su_sw (ciu- (GYHKIIMOHAJIBHBIX II0 BO3pacTy OOBEMOB MOYM. ITa
HaJIbHBI IIEHTp IapacUMITIaTUYEeCKON WHHEepBallun eI TeJIbHOCTh PETyJIMpyeTcsl ILIeHTpaJbHON M Tiepude-
MoOuYeBOTO My3bIpsi; puc. 3, 4). [lo mokazaHusM Bpau pUYecKOll HEpBHBIMU cUCTeMaMHU. ModeHncITycKaHue,

(GYHKIMOHATBHONM OUArHOCTUKMU BBITTOJHST 9XO39HIIE- WJIM MUKLMSI, TIPOUCXOINUT Y MIIAICHLIEB U IETEI paHHETO
danorpaduio, oprasbMoJoT — 0PTATBMOCKOIINIO. Bo3pacTa 10 3—5 JIeT HeMPOM3BOJbHO, U B TOT ITEPUOLI,
KM3HU KOHTPOJIMPYETCSI TOJILKO BEreTaTUBHBIM OT/E-

Peaynbrathl n 06cyxaeHne JIOM HepBHOIi cucteMsl [3, 11]. Y mereit Gosee crapiiero
HopmanbHasg (QyHKIMS MOYEBOIrO Iy3bIps 3aKJIIO- BO3pacTa IpaBWIbHOE (DYHKIIMOHUPOBAHUE MBIIIILIBI,

HYacTtCd B NEPUOAMYCCKOM HAKOIUVICHMU U BbBIBCACHUUN BbITAJIKMBAKOLLIEH MOuy (L[epr3opa), 1 TIPOU3BOJIBHOTO

Tabauya 2. OueHka xKajno0 00JbHBIX ¢ HEPOreHHOI JUChYHKIMEH MOYEBOro Iy3bIpst
Table 2. Evaluation of complaints of patients with neurogenic bladder dysfunction

Yuco 060abHbIX (1=67)

Kanoo6a
aoc. %
Yacrtble MOYEHCITYCKAHUS 43 64,2
Penkue moueucnyckaHus 18 26,9
HopManbHbIi pUTM MOYEHUCITYCKAHUS 7 10,4
DHype3 32 47,8
JIHEeBHOE HefepKaHUue MOYK 20 29,9
MmMniepaTuBHbBIC MTO3BIBBI K MUKIIVHT 5 7,5
ITocTostHHOE Helep:KaHue MOYU 10 14,9
DHKoIpe3 16 23,9
3arnopsl 29 43,3
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Puc. 2. @parmeHT 271eKTPOIHIEDATOTPAMMBI: BU3YATU3UPYIOTCS 0YATH MOBBIILIEHHO!H AKTUBHOCTH KOPbI F'OJIOBHOTO MO3ra.
Fig. 2. Electroencephalography. Foci of increased activity of the cerebral cortex are visualized.
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Mopo3zoe B.H. u coaem. AHaIIU3 OCIOXHEHUI HEIPOTeHHOM AMCHYHKIIMU MOYEBOTO Ty3bIpsI Y AeTeit

c(uHKTEpa ypeTphl TPOSIBIISIETCS B TEPUOIMYECKOM KOH-
TPOJIUPYEMOM MOYEUCITYCKAHUU aJeKBaTHBIMU BO3PACTY
MalyeHTa TOPLUSIMA MOYM C COXpaHEeHWeM (yHKIIUU
ee yIep>KaHUsT MeXIy OTHENbHBIMU aKTaMU MOYEHCITY-
ckaHMs. B cpemHeM B3poOCHBIi (KOHTPOJUPYEMBIiA) THIT
MOYEUCITYCKaHMS y AeTeit (hopMUpyeTcsl B Bo3pacTe OT 3
1o 5 siet [13]. ¥V GonbHBIX ¢ HeliporeHHON AuchyHKIKeH
MOYEBOTO TY3bIPST B 3aBUCUMOCTHU OT (hOPMBI W YPOBHSI
MOpaXXeHUsT HEPBHOW CUCTEMBI MOTYT TIPOSIBISATHLCS
CUMINTOMBI TUTIEP- WA THUMOPE(IEKTOPHOTO MOYEBOTO
my3bips [9, 14].

I1pu onieHke aHaMHe3a 3a00JIeBaHUST OOJILHBIX C HEil-
POTeHHOI TUCMYHKIIME MOUEBOTO Ty3bIPsT IETU TIPEIb-
SIBJISLTM 3KaJIOOBbI Ha 9HYpe3, THEBHOE HelepKaHue MOYH,
WMTIEpaTUBHBIE TTO3BIBBI K MUKIIMU, TIOCTOSTHHOE Helep-
>kaHue Mouu (taba. 2). Ilomumo HeilporeHHOW nuc-
(PYHKIIMY HUKHUX MOYEBBIBOASIINX MYTe, Y OTACTBHBIX
JeTell OTMeYajuch COYeTaHHbIE HApYHICHUS Ta30BBIX
OpraHoB 0 TUITY 3aITIOPOB WJIM 3HKOTIpe3a [14].

B oTimune OT OMMCAHHBIX CUMIITOMOB, KOTOpPBIE
00YCITOBIMBAIN XU3HEHHBIN TUCKOMMOPT M yXyIIIaiu
Ka4eCTBO XU3HU 3THUX JEeTeil, Psio OCIOXHEHUM TTPUBO-
AT K COMAaTUYECKUM HapYIIEeHUSIM 3I0POBbsST OOJTbHBIX.
K HuM oTHOCHIIMCH XpOHUYECKUI TTHesloHepUutT — y 57
(85,1%) nereit, xpoundeckuii umuctut — y 13 (19,4%),
MTy3bIPHO-MOYETOUHUKOBO-JIOXaHOYHBIA  peIIoKC —
y 25 (37,3%) m xpoHudecKas TOYeyHas HEIOCTATOU-
HocTh —y 8 (11,9).

ITo pesynbTaTaM 2J1eKTPOPU3NOJIOTUUECKUX U HEM-
POPEHTIEHOJOTMYECKUX UCCIAEAOBAHUI  BBISIBIEHO,
YTO MOpaXeHWe HePBHOM CHCTEMBI Ha IepeOpasbHOM
ypoBHe umenoch y 11 (16,4%) nerteit, 1epBUKab-
HoM — y 30 (44,8%), MOSICHUIHO-KPECTIIOBOM — Y 16
(23,9%). CouetaHHBbIe YpPOBHM TOpaXKeHUsS OTMeda-
ek y 9 (13,4%) maneHTOB, HEBPOTUUECKUE COCTOSI-
must —y 1 (1,5%).

M

K OoCHOBHBIM 1IeJIIM JIeUeHUs] HEeMpPOTeHHOW auc-
(GYHKIIMM MOYEBOTO TMTY3bIpsI y JeTeld OTHOCSTCS
COXpaHEHME M yiydilleHue (DYHKIIMU TOYEK, a TaKXKe
npodugakTuka WHQEKIIMY MOYEBBIBOASIINX ITyTEH.
Ilpy BBISIBIEHUM  BOCHAJIUTEIbHBIX  3aboseBaHUM
MOUEBBIBOASIIUX TIyTell (00OCTpeHWe XPOHUYECKOIO
LUCTUTA WJIM TIMeJdoHedpuTa) BHauyajle MPOBOAUIN
MPOTUBOBOCMATUTEbHYIO U aHTHOAKTepUATbHYIO Tepa-
MUU C YyUYETOM pe3yJIbTaTOB OaKTepUalIbHOTO MCCIEn0-
BaHus (rmoceBa) MouM. Tepamnuio HEMPOTeHHOW auC-
(YHKIIMM MOYEBOTO ITy3bIpsl OCYIIECTBIISIIA B CTaJuU
PEMUCCUN BOCTIAJIUTEIbHBIX 3a00JIeBaHUNT MOYEBbBI-
Bomsmux myteir. OHa 3akitovaiach B 0a3MCHOM Tepa-
nuu ouvara nopaxenust IHC, a takke B cumnTomaru-
YecKOU Tepamuu, HaMpaBJe€HHOW Ha HOpPMAaInU3alluio
(GYHKIMOHAJILHOTO COCTOSTHUS MOYEBOTO ITy3hIps [12].
Ilpu cnuHanbHBIX TOpaxkeHUsX (HaTajJbHas TpaBMa
IIEHHBIX TMO3BOHKOB, MMEJIOIMCIUIA3USI TTOSICHUYHO-
KpEeCTIIOBOTO OT/eja CIMTMHHOTO MO3ra) Ha odyar rnopa-
keHus HasHavanu 10 ceaHcoB ayexkTpodopesa 1%-ro
pactBopa sydunnuHa. [etaM ¢ Muenoaucriiasueit
Takke Ha3zHavyaiu TapadruH-030KepUTOBbIC aTTLUIM-
KallMM Ha HWXHWUU TPYAHOUW, TOSICHUYHBIA OTIEJIbI
MO3BOHOUYHMKA M 00JaCTh MOUYEBOTO Iy3bIpsi (Ha Kypc
10 mpouenyp) OMHOBPEMEHHO C JIBYX IMOJIei; TOHU3U-
PYIOIIMIA MaccaX Ha HYWKHUWA TPYTHOU Y MOSICHUYHBIA
OTHENbl TMO3BOHOYHUKA W MSTKME TKaHMW TMapaBepTe-
OpanbHbIX obyacTeit (Ha kypc 10 mpouemnyp), jeded-
Hy10 Gu3KyabTypy 1o Kerento njist yKperuieHUsT MbIIIILL
Ta3oBoro mAHa. Jlyisi BoOCCTaHOBAEHUS HOPMAaJbHOM
pedaekTopHOIl (YHKIIMM MOUYEBOTO TIy3bIpsl y JeTeit
c ero rurieppedieKcrueil Ha3HavYaIu TIpUeM Tperapa-
TOB C M-XOJWHOOJOKUPYIOIIEH aKTUBHOCTHIO (OKCH-
OYTUHWH, TPOCIIMSI XJIOPWA) B BO3PACTHOU JT03MPOBKE
U MpuUMeHeHHe napaduH-030KEPUTOBBIX aNTUIMKAIIUKA
Ha 00J1acTh MoueBoOTO ITy3hIps [11, 15].

Puc. 3. CxemaTnueckoe u300pazkeHnne onpeneneHus GyHKIMOHAIBHOIO COCTOSTHUS CIMHAJIBHOTO IIEHTPa
napacUMNaTH4YecKoii MHHePBALMHA MOYEBOT0 My3bIps MyTeM dJekTpomMuorpacpuu (DMI).
Fig. 3. Schematic representation of the determination of the functional state of the spinal center of parasympathetic

innervation of the bladder by electromyography.
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Ha ¢one neyeHust y Bcex MalMeHTOB yBEJIMYMBAIICS
3¢ GEeKTUBHBI 00BEM MOYEBOTO ITy3bIpsI, YMEHbBIIATUCH
yacToTa WMMIEPATUBHBIX TIO3BIBOB Ha MOYEUCITyCKa-
Hue, o0lllee YKUCIO MouyeucryckaHuil. B OoibImMHCTBE
cllydaeB pPa3BUBAIOLIMXCS OCJOXHEHUN HeWpOoreHHOoM
MUCOYHKIIMA MOYEBOTO MY3bIps MX KYyMUPOBAHUE MPO-
WCXOIUJIO B TIpollecce M3JIeYeHUsI OCHOBHOTO HEBPO-
JIOTMYECKOTO 3a00JIeBaHNSI Y HOpMau3alluu YpOIMHa-
Muku. B ciaydyae HeahHeKTUBHOCTH MeIMKaMEHTO3HOM
u dusznoTepanuu y aeteil ¢ rpy0oii MuesoaucIiazuei
U MEHUHTOMMUEJOIENe C LEeIbl0 CHUXEHUSI BHYTPUITY-
3BIPHOTO JaBJieHUsT M oOecrnedyeHusi CBOOOTHOTO TOKa
MOYHU TIpU a- U TUTMIOPEMICKTOPHBIX COCTOSITHUSIX MOYe-
BOTO TY3bIPSI TIPOBOAMJIM TEPUOINYECKYIO KaTeTepusa-
LU0 MOYEBOTO Ty3bIpsT (3(h(HEKTUBHOCTb MAHUITYJISILIUT
OLIEHVBAJIM JTAaHHBIMM YJIBTPAa3BYKOBOTO MCCJIEIOBAHMUS).
B penkux cinyuyasx ee Hea(h(GEKTUBHOCTH WIM dalle
HEBO3MOXHOCTH €€ TMPOBEACHUS B COIlMaIbHO-He0b1aro-
TTOJTYYHBIX CEMbSIX BBITIOJIHSIIA OTepalMio SIUIIMCTOCTO-
Muu (Taos. 3).

3aKkpbITUE SMUIMCTOCTOMBI OCYIIECTBISIIA TIOCTE
BOCCTaHOBJIEHUS pehJIEKCUM MOYEBOTO Iy3bIpsI Ha (poHe
9TAHOIO JIeYeHUs] HEWPOTeHHOW IMCOYHKIIMU MOYe-
Boro My3bIpsi. DYHKIIMOHATBHOE COCTOSTHHE MOYEBOTO
My3bIpsi KOHTPOJUPOBAIM TIPU PETPOTPATHON IIUCTOME-
Tpuu. Y nereit ¢ neTpy30pHO-C(HUHKTEPHOM TUCCUHEP-

OPUINMHAJIbBHbBIE CTATbU

rueit, Hapsaay ¢ ¢usmoTeparnveil, Ha oJar MopaxXeHUs
HEPBHOU CUCTeMbl Ha3HAYaJIM MUOPETaKCAHTHI (TM3aHU-
JIWH, TOJITIEPU30H) B BO3pacTHOI no3upoBke. Uepes 1 rox
MocJjie Havajia JIeYeHUs] B KaXKIoi M3 TPYMIl Oblia 3ape-
TUCTPUPOBAHA MOJIOXUTEIbHAS TUHAMUKA, Y HEKOTOPBIX
MalMeHTOB OTMEYAJIUCh MOTHAS JIMKBUIALIVS TTaTOJIOT -
YECKUX CHUMIITOMOB HEMPOTEHHON IUCHYHKINUK MoYe-
BOTO MYy3bIpsl U U3JIeueHUe 3a0oeBaHus (TabJI. 4).

3aknovyeHue

Takum 06pa3oM, MOXHO CIeIaTh BBIBOJ, UTO Y AeTeit
¢ runeppedIeKTOpHON  aKTMBHOCTBIO  JIeTpy3opa
U HErpyObIX «BBICOKHMX» MOPAKEHUSIX HEPBHOM CUCTEMBI
(11epeOpasTbHbBIN, 1epPBUKATBHBIM YPOBHM) OTMEUYaloOTCS,
KaK MpaBWIO, KIMHUYECKUE CHUMIITOMBI, HapylIalolne
JIUTITh KAa4eCTBO KW3HW TAITMEHTOB (dHYype3, MMITepa-
TUBHBIE TTO3BIBBI, MMIIEpAaTUBHOE HelepKaHUe MOYM).
Y nereit ¢ Gonee BbIpaKEHHBIMM HEBPOJIOTUYECKUMU
HapyIIeHUsIMU, TIPEUMYIIECTBEHHO Ha ypOBHE TMOsIC-
HUYHO-KPECTIIOBOTO OTHIe]a CIMTMHHOTO MO3Ta (CKphITast
MUEJIONNCIUIA3NSI, MEHWHTOMUENOIeNe), 3HAYNTEb-
HBIMU HapYIIEHUSIMUA YPOIMHAMWKY, IETPY30PHO-CHUH-
KTEpHBIMU HapylIeHUSIMA WM MUKIHWOHHON HemocTa-
TOYHOCTBIO OTMEUAIOTCSI OCJIOXHEHUS, YXYIIIaroIIre
COMaTUYeCcKOoe 3I0pOBbe JAeTel (XpOoHWYecKash Peruman-
BUpYOIIas WHGEKINS MOYEBBIBOIAIINX MyTe — Xpo-

Tabauya 3. OuIee YHCIIO BbINOJHEHHBIX ONEPATHBHBIX BMEIIATE/ILCTB M KATETEPU3aLMii MOUEBOr0 My3bIPsi Y OOJIbHBIX C HElpOreH-
HO¥ JUChYHKIMHA MOYEBOT0 My3bIPsi PH PA3JIMYHBIX YPoBHsX nmopaxenus ITHC
Table 3. The total number of surgical interventions and bladder catheterizations performed in patients with neurogenic bladder

dysfunction at various levels of CNS damage

Yposenb nopaxenusi [IHC LucTokyraneocTomust Mﬁi::;gf;;?:ﬂ Bcero
Llepe6panbhebiii (n=11) 19,1%) — 1(9,1%)
LlepBukanbHbIi (1=29) 1(3,4%) — 1(3,4%)
TMosicHnYHO-KpecTIOBbI (1=16) 4 (25%) 3(18,8%) 7 (43,8%)
CoueraHHblii (n=9) — — —
IlcuxoreHHbI (HEBPOTUYECKUE COCTOSTHUS) (n=2) — — —
Bcero (n=67) 6(9%) 3(4,5%) 9(13,4%)

Tabauya 4. Pe3yabraTbl JieyeHUus NanueHToB yepe3 1 roa

Table 4. Results of treatment of patients after 1 year

Hcxon
‘Yposens nopaxenus ITHC
0e3 YiayunieHus YiayuiieHue TMOJIHOE U3JIeYCHUuEe

Llepe6panbHbiit (n=11) — 10 (90,9%) 1(9,1%)
LepBuKanbHbIi (1=29) — 22 (75,9%) 7 (24,1%)
TTosicCHUYHO-KPECTIOBII (n=16) — 15 (93,8%) 1(6,2%)
CouetaHHblIi (n=9) — 7(77,8%) 2(22,2%)
TTcuxoreHHbIN (HEBPOTHUYECKUE COCTOSTHUS) (n=2) — 1(50%) 1(50%)
Bcero (n =67) — 55 (82,1%) 12 (17,9%)
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I[Ipoba. 1. MosepxnocTas IMI. Cnonrannas aKTHBHOCTS
1x: d, Erector trunci (spinae),
2x: s, Erector trunci (spinae),
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SAKJTIOYEHHE: C ouHHLIX MU CIIHHK B M. €reClOr SPINae PErHCTPHPYIOTCA HIMEHENHS
INEKTPOreHeId, CEBMACTEALCTBYIOUIME O IAHNTEPECOBANNOCTH COrMENTAPHAIX MOTONCHPONOD
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Puc. 4. TIpoToKo. 3;1eKTpoMUOrpadvu MbIIIIL-BIIPSMUTENIEi CIIMHBI B 00J1ACTH POMOOBHIHOTO TPEYTOJIbHUKA.
Fig. 4. Electromyography examination protocol from the muscles-rectifiers of the back in the region of the rhomboid triangle.
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KJIMHUYECKUE CJTYHAU

OueHkKa nmoka3sareieii CBO0O0JHOTO U CBA3AHHOTO KADHUTHHA Y IOHBIX CIIOPTCMEHOB
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Evaluation of free and bound carnitine in young athletes

N.V. Rylova’, A.S. Samoilov', A.V. Zholinsky?, 1.V. Bolshakov'
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UccnenoBanue ocodeHHOCTell KAPHUTHHOBOrO 0OMeHA y MpeACTABUTE el OTAENIbHBIX BUIOB COPTA NMO3BOJISAET U3Yy4aTh BO3eii-
CTBHE PA3JIMYHBIX N0 XapaKTepy (PU3MIECKUX HATPY30K HA OPraHM3M IOHOTO aTJIeTa, a TAKXKe 1aeT BO3MOXKHOCTb OLIEHUTh COPEBHO-
BATeJIbHBII MOTEHIMA H MPOTHO3MPOBATH NEPEHOCHMMOCTD JUTUTEIbHOI U HHTEHCHBHOI HATPY3KH.

Lenb uccnenopanus. XapakTepuCTUKA KAPHUTHHOBOTO 00OMEHA Y IOHBIX CIIOPTCMEHOB PA3JIMYHbIX CHEUATU3AIMIA.

Marepuansl 1 MeToAbl. B ucciieoBanne BKIIOYAIM CMIOPTCMEHOB B Bo3pacte oT 14 1o 18 jer, 3aHMMAOmMXCS HHTEHCHBHBIMU
(hu3uyecKuMH ynpaxKHeHUsMHU He MeHee 12 4 B Helemio B TeyeHue nociaeanux 12 mec u dosee. I'pynmy KOHTPOJISI COCTABIIIHN 3710-
POBbIe NOIPOCTKH B Bo3pacte OT 14 10 18 ner, He 3aHuMalomuecs: cnopToM. B chIBOPOTKE KPOBU BCEX YYACTHMKOB MCCJIEJOBAHUS
onpezieisiii KOHIEHTPALMIO CBOOOIHOTO KAPHUTHHA, AleTHIKAPHUTHHA U AMIKApHUTHHOB. Ha ocHOBe MOTyYeHHbIX JAHHDBIX pac-
CYMTBHIBAJIM COOTHOIIEHHS, OTPAKAIOLIME AKTUBHOCTD ()ePMEHTOB 0eTa-OKNCJIEHUs IMIHIOB.

Pe3yabTathl. YCTaHOBIEHO, YTO COZIEPKAHNE CBOOOIHOTO KAPDHUTHHA Y NPEICTABUTEIEl BCEX MCCIIeAyeMbIX TPy ObLIO B peaeiax
HopMbl. IIpu 3TOM ypoBeHb CBOGOAHOTO KAPHUTHHA B KPOBH CHOPTCMEHOB, 3AHUMAIOIIMXCS XOKKeeM Ha TpaBe, OblT 3HAYUTETHHO
HIZKE, YeM Y CIOPTCMEHOB-IIOBIIOB H NPeACTABUTEIEi KOHTPOJIbHOI rpynmsl (p<0,001). Kpome Toro, mokaszaHo, 4YTo 1o CpaBHEHUIO
€O CHOPTCMEHAMH-ILVIOBIAMH U TPYNIOii KOHTPOJIS Y CHOPTCMEHOB-XOKKEHCTOB 3HAYMTEbHO Bblllle (DYHKIMOHAIbHASI AKTHBHOCTD
KapHuTuHnaasMurowiTpancdepasoi-1 (<0,05) u pepmentos Geta-okucnenns mununos (p<0,001).

3akmouenue. [IporeMOHCTPHPOBAHO, YTO Y ATJIETOB, 3AHUMAIOIMXCS MTPOBBLIMM BHIAMH CHIOPTA (XOKKeil Ha TpaBe), HA0I0IaeTcs
0oJiee BbIPAXKEHHDIIi CIBUT B CTOPOHY OKHCJIEHHS JKUPHBIX KHCJIOT MO CPABHEHUIO € TAKOBBIM Y MpeACTABUTE €l a9POOHBIX BHIOB
cnopta (miaBanue). BeposiTHO, NPUYMHON BBISIBJIEHHBIX W3MEHEHUIT MOXKeT ObITh 0o0Jiee 3HAYMTEIbHOE BIMSHUE Yepeayomuxcs
A9POOHBIX M AHAIPOOHBIX HATPY30K HA MeTA00JM3M JMIUIOB 10 CPABHEHUIO C UCKJIIOYMTEIHHO a9POOHBIM BHIOM AKTUBHOCTH.

Karouegvie caosa: demu, KApHUMUH, AUUAKAPHUMUH, CHOPDMCMEHbL.

Ansa untupoBanus: Poinosa H.B., CamorinoB A.C., XXonuHckuii A.B., bonbluakos U.B. OueHka nokasarteneii cB0604HOO 1 CBSI3aHHOIo Kap-
HUTUHA Y I0HbIX CIIOPTCMEHOB. Poc BecTH nepuHaron v neavarp 2023; 68:(5): 61-64. DOI: 10.21508/1027-4065-2023-68-5-61-64

The study of the characteristics of carnitine metabolism in representatives of certain sports makes it possible to study the effect
of physical loads of various nature on the body of a young athlete, and also makes it possible to assess the competitive potential and
predict the tolerance of long-term and intense loads.

Purpose. This study is to investigate the characteristics of carnitine metabolism in young athletes of various specializations.
Material and methods. The study included athletes aged 14 to 18 who had been engaged in intense physical exercise for at least
12 hours per week for the past 12 months or more. The control group consisted of healthy children aged 14 to 18 who were not involved
in sports. In the blood serum of all study participants, the concentration of free carnitine, acetylcarnitine and acylcarnitines was
determined. Based on the data obtained, ratios were calculated reflecting the activity of lipid beta-oxidation enzymes.

Results. We found that the content of free carnitine in the representatives of all the studied groups was within the normal range.
At the same time, the level of free carnitine in the blood of athletes involved in field hockey was significantly lower than that of ath-
letes-swimmers and representatives of the control group (p<0.001). It was also studied that, compared with athletes-swimmers and
the control group, athletes-hockey players have significantly higher functional activity of carnitine palmitoyltransferase 1 (p<0.05)
and lipid beta-oxidation enzymes (p<0.001).

Conclusion. In our work we have demonstrated that athletes involved in team sports (field hockey) have a more pronounced shift
towards fatty acid oxidation compared to aerobic sports (swimming). A possible reason for the identified changes may be a more sig-
nificant effect of alternating aerobic and anaerobic loads on lipid metabolism compared to exclusively aerobic activity.

Key words: children, carnitine, acylcarnitine, athletes.

For citation: Rylova N.V., Samoilov A.S., Zholinsky A.V., Bolshakov I.V. Evaluation of free and bound carnitine in young athletes. Ros Vestn
Perinatol i Pediatr 2023; 68:(5): 61-64 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-61-64

KapHI/ITI/IH — BaXHO€ 3BEHO B OMOZHEPreTHKE JICHHBIM (YHKIMSIMM KapHUTHMHA OTHOCSTCS COXpaHe-
KJIETKU, KOTOPOE UTPaeT KIIOUEBYIO pOJb B MeTabo- HUE 1IeJIOCTHOCTM MeMOpaH, crabuiauzauusi (hu3noso-
ym3Me TunaoB. OcHoBHAs GYHKINS 3TOTO COSTMHEHUS TMYECKOTO COOTHOIIeHUsT KodepmeHT A/anetni-KoA
COCTOUT B TpPaHCIIOPTE IMHHOIEIIOUYEUHBIX IKUPHBIX B MUTOXOHIPUSIX M CHIDKEHME TIPOAYKIINM j1akTaTa [1].

KHMCJIOT M3 IIMTO30JII B MHUTOXOHIPHMAJIbLHBINA MaTpPUKC YcraHoBneHo, uTo oOlIee  colepXaHue — Kap-
TS JajbHeero oera-okuciaenus. K a1pyrum yctaHOB- HUTMHA B OpraHM3Me YeJIOBeKa COCTaBJISIET OKOJIO
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300 mr/KT, TIpU 3TOM OKOJIO 95% XpaHWUTCS BHYTPUKIIE-
TOYHO B CepIlle W CKEJETHBIX MBIIIIAX, a OCTaBIIAsICS
4acTh — B IMeYeHU, TTOYKax 1 mia3Me. KommuecTBo upKy-
JIUPYIOIIETO KApHUTHHA B TIJIa3Me cocTaBisieT Bcero 0,5%
OT 00IIIero KoJIMvecTBa KapHUTHHA. B opraHusme uesno-
BeKa 3TO BEIIECTBO B OCHOBHOM HaXOJIUTCSI B CBOOOIHOM
dopwme (cBobOaHBIN KapHUTUH, CO) 11 B hopMe CIOKHBIX
5(pUPOB allMJIKapHUTUHA (KApHUTUHA, CBSI3AaHHOTO C pa3-
JIMYHBIMU alwibHbIMU Tpyriiamu) [2]. braromapst oco-
00if CTPYKType alMIKAPHUTUHBI MTPAIOT BaXKHYIO POJIb
B (DM3MOJIOTMUECKOM aKTUBHOCTH KJIeTOK. OHU SBIISI-
IOTCS 4YIeHaMHU ceMelicTBa HeOeTKOBBIX aMHHOKMCIIOT,
OCHOBHasl (PYHKIIUSI KOTOPBIX — TEePeHOC aKTMBUPOBaH-
HBIX XUPHBIX KUCJIOT B MUTOXOHIPUU IUTSI TTOCIEAYIO-
mero 0era-oKMCJIeHUs. DTOT TMPOLECC OCYIIECTBIISIETCS
MpY yJacTUU psima (hepMEHTOB: TPAHCIIOKA3bl JKUPHBIX
KucioT, awi-KoA cuHTeTasbl, KapHUTUH/alWJIKapHU-
TUHTPAHCIOKA3bl, KapHUTHHIATbMUTOMITPAHC(hepasbl
1-ro u 2-ro TMTIOB (aHTJI. carnitine palmitoyltransferase-1
u -2, CPT1 u CPT2) [3, 4]. CyiiectByeT Oobllioe pas-
HooOpa3ue alWIKapHUTUHOB B OpraHM3Me 4YeJIoBeKa.
ITo xonyecTBY aTOMOB yrjiepoja B allMJIbHOMN Lenu AaH-
Hble COCMUHEHUS Pa3NesIoTcsT Ha 4 TPYIIIBI: KOPOTKO-
nermovyeyHble (C2—C5), cpennenenouyeunble (C6—Cl12),
nmuaHouenovyeyHble (C13—C20) u oyeHb IJIMHHOLETIO-
yeyHble (>C21) aunnkapHutuHbl. Kpome Toro, anuikap-
HUTHHBI TaKXX€ MOXHO KJIaCCU(MPUIIMPOBATh IO CTENEeHU
HACBIIEHNs (hparMeHTa XKUPHOW KUCIOTBI, €ro KOH-
¢urypatum (1IMc- WM TpaHC-) U CTPYKTYPHI (C MpSIMOA
WU Pa3BETBIIEHHOM IIeMblO, HAJIMYWE WM OTCYTCTBHE
TUIPOKCUIIBHBIX M KapOOKCUJIbHBIX TPYIIM U T.1.) [5].

B mocnenHee BpeMs poiib allMJIKApHUTUHOB B Kave-
CTBE TMAarHOCTUYECKUX OGMOMapKepOB HEMPEPHIBHO BO3-
pactaet. Ha maHHBIIT MOMEHT ompee/ieHrne KOHIIEHTpa-
MU JUTMHHOLIETIOYEYHBIX alMJIKAaPHUTUHOB B TIIa3Me
IIUPOKO HWCTOJB3YeTCs ISl BBISBICHUST BPOXKIECHHBIX
HapyLIeHW SHEPTeTUIECKOro OOMeHa TP CKPUHUHTO-
BOM 00cjeoBaHUM HOBOPOXAEHHBIX [6]. Kpome Toro,
aHaJIM3 alWIKapHUTUHOBOIO COCTaBa KPOBU BO3MOXKHO
WCTIOJIb30BaTh y B3POCJBIX JIIONEH ST MCCIIeIOBaHUS
AKTUBHOCTU (hepMEHTOB, YYaCTBYIOIIMX B TIpoleccax
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KJINMHUYECKUE CJTYHAU

6eTa-OKUCIIEHUST TUMUAOB. [IJIs1 5TOro HeOOXOIUMO pac-
CYUTATh OIpeleJeHHbIE COOTHOIIEHUs. AKTUBHOCTh
KapHUTUHTIATbMUTOMIITPaHC(epa3bl 1-ro TUA MOXHO
oueHuTh mo otHommenuto CO/(C16 + C18), rme CO —
CBOOOIHBIN KapHUTWUH. AHAJOTMYHBIM OOpa3oM M3Me-
HeHus aktTuBHoct CPT2 onpenensiercs mo mokasaTeaio
(Cl16 + C18:1)/C2. UHTEHCUBHOCTh TPOLIECCOB HETO0-
CPENCTBEHHO OeTa-OKMCIEHWST aHAIU3UPYIOT C TTOMO-
mpto otHomeHuit C2/C0 u (C2 + C3)/CO0 [7]. [1pu aTom
cootHomieHne CPT1 u CPT2 orpunarenbHO KOppein-
PYET CO CTEeNeHbI0 aKTUBHOCTH COOTBETCTBYIOIINX hep-
MEHTOB, B TO BpeMs KaK MOCJeIHUE 2 COOTHOIIECHUS
MOJIOXUTETHBHO KOPPETUPYIOT ¢ aKTUBHOCTBIO (hepMeH-
TOB OeTa-okucieHus [6, 8].

CyliecTByeT 00JbIIIOe KOJIMYECTBO (PaKTOpOB, CITO-
COOHBIX BBI3BaThb M3MEHEHWEe MeTabojM3Ma KapHUTWUHA
U CKOPOCTH OKHWCIeHMS JunuaoB. K HUM OTHOCATCS
MOJI, YpPOBEHb TOTPeOJIEHUsST TUTATEJbHBIX BEIIECTB
M WX KauyecTBO, 3a00JieBaHUSI TEYeHU U TIOIKETyI0U-
HOM  3Xele3bl, CepIeYHO-COCYIUCThIE 3aboJieBaHUsI,
HapyllleHue 4YYBCTBUTEJIbHOCTU TKaHEW K WHCYJIUHY
u 1.4. [9]. OnHako HanboJiee BaxkHbIN (aKTop, orpemne-
JISTIOIINI CKOPOCTh OOMEHa XKUPOB M KapHUTUHA Y 310-
POBBIX JIONEH, — XapakTep (hU3MYECKOM aKTUBHOCTH.
IMoka3zaHo, 4TO PeTyIsIPHOCTb, MHTEHCUBHOCTb U TPO-
JIOJDKUTEIBHOCTD YIIPaskHEHU BIUSIOT Ha 3KCIPECCHUIO
KJIETKOM TPaHCITOPTHBIX OEKOB M (hepMEHTOB, OTBET-
CTBEHHBIX 3a CKOpOCTh Oera-okmciaeHus [10]. Mzyuge-
HUE TToKa3aTesieil KapHUTUHOBOTO U JIMITUIHOTO OOMeHa
0COOEHHO BaXXHO TSI CITIOPTCMEHOB, TaK KaK MO3BOJISIET
OLIEHUTh COPEBHOBATENbHBIN MOTEHIWAT W CITPOTHO3M-
poBaTh MEPEHOCUMOCTh IUTEIbHON W WHTESHCUBHOM
Harpy3ku. Kpome Toro, mcciemoBaHue OCOOEHHOCTEN
KapHUTUHOBOTO OOMEHA y TIpeJCTaBUTENEH OTACIBHBIX
BUIIOB CITOPTa TTO3BOJISIET U3y4aTh BO3ICUCTBUE pa3idd-
HBIX MO XapakTepy (pU3MYEeCKUX HATPy30K Ha OpPraHU3M
YeJIOBeKa.

Ilens ucchaenoBaHus: XapaKTepUCTUKA KapHUTUHO-
BOTO OOMeHa Yy IOHBIX CITOPTCMEHOB Pa3JIMUHBIX CITeIIU-
ATM3alui.

XapaktepucTtuka petei U MeToAbl UCCNeA0oBaHUSA

B ocHOBHY0O TpyIINy BKJIIOYEHBI CIIOPTCMEHBI B BO3-
pacte ot 14 go 18 Jyer, 3aHMMAalOIIECs] THTEHCUBHBIMU
GU3MYECKUMHU YIIPAXKHEHUSIMU He MeHee 12 4 B Helesio
B T€UeHHUE TMOocieTHnX 12 Mec m Oojiee CO crieuaam3a-
LIMel XOKKel Ha TpaBe W IuiaBaHue. ['pyIimy KOHTPOJIS
COCTaBWJIM 30POBBIE IeTU B Bo3pacte oT 14 mo 18 jer,
He 3aHMMaloLIKeCsT criopToM. Kputepun HEBKITIOUEHMSI:
OCTpbIE pecnUpaTOpHble BUPYCHbIE MHGMEKLMU B JEHb
B34THUsI KPOBM, HAJTMUME€ XPOHUYECKUX 3a00I€BAHUIA.

V Bcex ucclenyeMbIX ONMpeAesisyid ToKa3aTen Kap-
HUTUHOBOIO OOMeHa. AHaJIM3UPOBAIM KOHIEHTPALIMIO
CBOOOJHOIO KapHUTMHA, aleTUJIKAPHUTUHA U alliIKap-
HUTUHOB B CHIBOPOTKE KPOBU BCEX YUACTHUKOB MUCCIIEI0-
BaHMsI. Ha oCcHOBE TMOJIydeHHBIX JAHHBIX PACCUMTHIBAIN
COOTHOILLIEHHUS, OTpaxkalolllie aKTUBHOCTh (DEPMEHTOB
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OGeTa-oKHMCIeHUsT JUMUIoB. KpoMe TOTO, Ompenesiu
MPOLIEHTHOE COAepKaHKE KMPOBOI TKAHW B OpPraHU3Me.
IMepen uccnenmoBaHWeM BCe YYACTHMKU OBUIM YCTHO
MPOMH(MOPMHUPOBAHBI O TIENSIX U METOAAaX 00CIeIOBaAHMS.
ITpoBoawi oMpoc 1o aHKeTe, BKITIOUAIoNe MHpopMa-
1IN0 O JaHHBIX JIMYHOTO XapaKTepa, HAJIMIUU XPOHUUE-
CKMX 3a00JIeBaHMUII M ypOBHE (PM3MYECKO aKTHMBHOCTH.
VY Bcex CIOPTCMEHOB, BKJIIOUEHHBIX B MCCIIEIOBaHME,
00pasibl KanvuISIpHON KPOBHM Opaii B yTpeHHee BpeMsT
Haromak. O6pasel KpoBU KaXI0Tro ydacTHHUKA OTOMpaIv
Ha KapTy s 3a00pa W TpaHCITOPTUPOBKU OUOJIOTHYE-
ckoro Marepnasia Whatman 903, BeICYyIIMBaJiM Ha BO3-
nyxe Tpyu KomMHatHoi Temriepatype (21 °C) B oTcyTcTBUE
BO3IEUCTBUST TIPSIMBIX COJTHEYHBIX JIy9el W JTOCTaBIISUTH
B jabopatopuio. B ymaboparopum mis mpoBeneHUsI aHa-
JI3a TPU TIOMOIIY CHEUaTbHOTO WHCTPYMEHTA BBIpe-
3a)IM TIpoOy auameTpoM 3,1 MM, KOTOpash COOTBETCTBYET
3,2 mxin kpoBu. HMccrnenoBaHue o0Opa3lioB BBIMOJTHEHO
Ha nipubope Agilent 6410 QQQ (CIIA). ITpumeHsIeMbIii
METOJI — KUIKOCTHAst XxpoMaTorpadus ¢ TAaHAEMHOI Macc-
criekTpoMeTpueit. JIist uccienoBaHusT KOJTMYECTBa SKUPO-
BOI TKAHW B OpraHM3Me MCIOJIb30BaIM METOI OMOMMITE-
nmancomeTpuu (aHamm3atop Tanita MC 980, Smmonust).
CraTuctuueckyro o0OpabOTKy TOJYYeHHbBIX JaHHBIX
OCYIIECTBIISIZIM ¢ TTIOMOIIbIo mmporpamM Microsoft Office
Excel u Rstudio (Bepcust 1.1.463) Ha si3bike R. TTpoBepky
BBIOOPKY Ha HOPMAaJIbHOCTb pacIipeieIeHUs IPOBOIMIIN
¢ nomounbto kputepus [lanupo—Yunka. s npoBepku
TUTIOTE3bl O TOMOTEHHOCTH TUCIIEPCUI MEXIY rpyraMu
HCTOJb30Bau TecT bapTieTrra. AHaNIM3 JaHHBIX OBLT OCY-
IIECTBIEH METOAaMU HerapaMeTpUYeCKON CTaTMCTHKH.
JInsT BBISIBICHWST pa3iMuWii B 3HAUEHMSIX TapaMeTpoB
MEXIy TpyMnraMy WCIOJIb30BaJld PaHTOBBIN OIHO(AK-

Tabauya 1. OcHOBHBIE XaPAKTEPUCTUKN YIACTHUKOB UCCJIEIOBAHUS
Table 1. Main characteristics of study participants

TOPHBIN TUCTIEPCUOHHBIN aHanu3 (Kputepuit Kpackena—
Yomnmuca), a o1 NOIMAapHBIX CPaBHEHM TIPUMEHSIIN
Kputepuit ManHa—YuTHU c mornpaBkoil boHbeppoHu
NI MHOXECTBEHHBIX cpaBHeHUWit. KpuTnuyeckoe 3Ha-
YyeHue YpOBHSI 3HAYMMOCTU MpuHUManu paBHbIM 0,05.
OnucaHne KOJUYECTBEHHBIX ITOKa3aTesieil BBIMOJHEHO
C yKaszaHueM MeIMaHbl U WHTEPKBApTUJIBLHOTO pa3Maxa
(Me |25-1ii meplieHTWIb; 75-11 TIEpLIEHTUIIB]).

Pe3ynbTathl  06cyxaeHue

B wuccnemoBaHuu TipuHSLIM ydyacTue 48 uesoBeK:
1-10 Tpymmy coctaBuiM 19 neBouek, 3aHUMAIOIINXCS XOK-
KeeM Ha TpaBe, 2-10 Tpyrina — 22 croprcMeHa-rioBua (10
neBovyek U 12 MaabuMKoB). B rpynmy KOHTpossi BOUUIM
7 YOHOIIIe, He 3aHUMatoIIecs crioptoM. CBoIHAsT XapaK-
TEPUCTUKA UCCIIEYeMbIX TPYIII Mpe/icTaBaeHa B TaoI. 1.

Hamu ycraHOBJIEHO, YTO cofiepXaHHe CBOOOTHOTO
KapHUTHUHA Y TIPEICTaBUTENICH BCEX MCCIIEAYEMBIX TPYIIIT
OBUTO B TIpesieTax HopMbl. [1pu 3TOM TToKa3aHo, 4To ypo-
BeHb CBOOOJHOTO KAapHUTHHA B KPOBU CIIOPTCMEHOB,
3aHUMAIONIMXCS XOKKeeM Ha TpaBe, ObLT 3HAYUTEIHHO
HUXe, YeM y CIIOPTCMEHOB-TUIOBIIOB W TIPEICTaBUTENEH
KoHTpoabHOM rpynmbl (p<0,001). Kpome Toro, yctaHOB-
JIEHO, YTO TI0 CPAaBHEHUIO CO CIIOPTCMEHAMU-TUTOBIIAMU
W TPYIIION KOHTPOJIA Y CIIOPTCMEHOB-XOKKEUCTOB 3Ha-
YUTETHHO BbINIE (DYHKIIMOHATbHAS aKTUBHOCTH Kap-
HUTHUHIIAIbMUTOMATPpaHcGepassl  1-ro tuma (p<0,05)
n depmeHToB Oera-okuciaeHus: aunuaoB (p<0,001).
YpoBHU CBOOOTHOTO KapHUTWHA W aKTUBHOCTU hep-
MEHTOB, YYaCTBYIOIIMX B OKHMCIEHWU XHWPHBIX KUCJIOT,
npeacraBieHbl B Taba. 2. He oOHapyXeHO cTaTuCTHYe-
CKHY 3HAUMMBIX PA3JIMYMIA 10 TTPOLIEHTHOMY COEePKaHUIO
KMPOBOM TKaHW B MCCIEAyeMbIX rpynmax (cMm. tadm.l),

IInaBanue (n=22) Kourtposs (n=7)

ITapametp Xokkeii Ha TpaBe (n=19)
Bospacr, rompr 16 [15; 17]
ITon (keHckuit), ade. (%) 19 (100)

55,0 [52,5; 58,4]
17,8 [16,1; 19,6]

Macca tena, Kr

KonmyectBo xxupoBoii Tkanu, %

17 [16; 18] 16 [16; 16]

10 (45,45) 0
63,5[57,3; 68,0] 77,4 [54,2; 78,5]
18,7 [13,6; 23,7] 21,1[20,9; 25,6]

Tabauya 2. Iloka3aTenu aKTUBHOCTH )epMEHTOB, YYACTBYIOIIMX B OKUCJIEHHH JKUPHBIX KUCJIOT
Table 2. Indicators of activity of enzymes involved in the oxidation of fatty acids

ITokasaTenn ®DepmeHT XoKKkeii Ha TpaBe IInaBanue Kontpoun
CBOOOIHBIN KAPHUTUH . 26,0 38,5 39,0
[CO] [25,5; 30,1] [35,4; 40,5] [38,0; 43,5]

25,867 37,289 37,440
C0/[C16 + C18] Kapauntuanansmuromntpancdepasa 1-ro tumna [24.7: 28.6] [25.8: 44.9] [32,5: 39,3]
. 0,179 0,201 0,233
[C16 + C18:1]/C2 KapHutnHmansMutounTpaHcdepasa 2-ro Tmmna [0,156:0.211] [0.149: 0.264] [0.207: 0.284]
0,264 0,168 0,133
C2/C0 DepMeHTHI 6eTa-OKUCICHKS JTUIHIO0B [0,226:0.296] [0,154:0,189] [0.123: 0.157]
0,303 0,191 0,153
[C2+ C3]/C0 ®epMeHTHI 6eTa-OKUCICHMS JTUITHAIO0B [0.261:0.337] [0,169:0.216] [0,139: 0.175]
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YTO JOKa3bIBaeT OTCYTCTBUE BIUSHMS 3TOTO (hakTopa
Ha OCHOBHBIE pe3YJIbTaThl UCCIIEIOBAHMSI.

B pabote mponeMOHCTpHUPOBAHO, YTO Y MPEICTaBUTE -
JIelf UTPOBBIX BUIOB ciopTa (XOKKel Ha TpaBe), 1O CpaB-
HEHUIO C TIPEACTABUTENISIMU a3POOHBIX TUCIUTIINH (TII1a-
BaHMe), HaOmomaercss Oojee BbIpakeHHas TEHIEHIIMS
K YBEJIMUEHUIO (DYHKIIMOHATBHON aKTUBHOCTH (PepMeH-
TOB, MPSMO WJIM ONMOCPEIOBAHHO YYaCTBYIOIIMX B OeTa-
OKMCJIEHUY JTUMUIOB. [1pu 3TOM y CITOPTCMEHOB-XOKKE-
HCTOB BBISIBIEHBI MEHBIIINE KOHLEHTPALIMM CBOOOIHOTO
KapHUTHHA TI0 CPaBHEHUIO C TaKOBBIMU TIJIOBIAMU
U TIPEICTAaBUTEISIMA KOHTPOJIHHOM TPYTIITHI.

PerynspHbie puzndeckre Harpy3Ku OKa3bIBalOT pa3-
HooOpa3HOe BO3NEHCTBME Ha OOMEH BeIEeCTB CIIOPTC-
MEHa UM 3aMycKaloT MPOLEeCcChl TOJTOBPeMEHHON amanTa-
IIMM OpTaHW3Ma IS ONTUMU3ALUN U SKOHOMUU DHEp-
run. [lokazaHo, UTO y CMOPTCMEHOB, TPEHUPYIOUIUXCS
Ha BBIHOCJIMBOCTb, HAOJIIOAeTCsl CKIOHHOCTh K OoJiee
AKTUBHOMY MCITOJIb30BaHUIO XXMPOB B Ka4eCTBE OCHOB-
HOTO BHepreTuyeckoro cyocrpata. [lpuymHo#t 3Toi
aJlanTalyy CIYXXUT YCUJIEHUE BBICBOOOXKIEHUST CBOOOI -
HBIX XXUPHBIX KUCIOT BO BpeMsl JUTUTEIBHBIX YITpaXKHe-
Huii [11]. HecMoTpst Ha XOpolly HM3y4eHHOCTb TPO-
1IECCOB DHEPreTUYECKOM amamnTalid Yy CIOPTCMEHOB,
TPEHUPYIOIINXCS Ha BBIHOCIWBOCTb, B MUPOBOI JINTE-
patype KpaiiHe Majo MH(MOPMALUM O IOJTOBPEMEHHBIX
U3MEHEHUsIX MeTaboju3Ma y CIIOPTCMEHOB a’poOHO-
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Kougpauxm unmepecos:

Aemopbi danHoil cmambu h0OMeepousu Omcymcmeaue KoH-
(aukma unmepecos u hPUHaAHCcoB0U NOOOEPIHCKU, 0 KOMOPbIX
Heobxo0umo coobujume.

KJINMHUYECKUE CJTYHAU

aHa’pOOHOI HaIpaBJIIEHHOCTU (MTPOBBIE BUJbI CIIOPTA).
B Hameit paboTte MBI IPOIEMOHCTPUPOBAIN, YTO Y aTiie-
TOB, 3aHUMAIOIIIMXCSI UTPOBBIM BUIIOM CIOpTa (XOKKEi
Ha TpaBe), HaOmomaeTcsi Oojiee BbIPAXEHHBIN CIBUT
B CTOPOHY OKMCJIEHMSI XUPHBIX KUCJIOT MO CPaBHEHUIO
C TMpeaCcTaBUTENISIMM a3pOOHBIX BUIOB criopra (IJiaBa-
Hue). Bo3aMOXHOI MPUYMHOI BBISIBJICHHBIX U3MEHEHU
MOXET OBITH OoJiee 3HAUYMTEJIBbHOE BIMSHUE Yepeayio-
IIMXCS a’pOOHBIX M aHa’POOHBIX HArpy30K Ha OOMeEH
x)xupoB. Kpome Toro, K pakTopam, CriocCOOHBIM BbI3BaTh
yKa3aHHbIe U3MEHEHUsS MeTaboJM3Ma, MOXHO OTHECTH
0COOEHHOCTH TMTAaHMST UCCIEIyeMBbIX TPYII U PETryJsip-
HOE BO3/IEHCTBUE TUMOKCUU Yy CIIOPTCMEHOB-TUIOBIIOB
(B yCOBUSIX TUTIOKCUU TTPOUCXOIUT CHUKEHUE YPOBHS
akcnipeccun CPT-1) [8].
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Tpan3uTopHbIii MHEIOAUCTIIACTHYECKHIA CHHIPOM Y HOBOPOXKIEHHOTO pedeHKa
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Transient myelodysplastic syndrome in a newborn

N.Kh. Gabitova', I.N. Cherezova', F.M. Kazakova®, 1.V. Osipova?

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

IIpeacTaBiieH YHUKAJbHBIN CIy4ail TPAH3UTOPHOTO MUEJIOUCIIACTUYECKOTO CHHIPOMA, XapPAKTEPHOTO Jis ieTeii ¢ Tpucommueii 21.
DTO0 coCcTOsIHUE MMeeT HecnenupuyecKue KIMHNYeCKHe NPOsIBJIeHHs M celu(UIecKyI0 reMaToJIOrHYecKyl0 KAPTHHY, AHAJOTHYHYIO
NPOSIBJIEHUSIM OCTPOTO JIeliK03a. YHUKAJIbHOCTb TPAH3UTOPHOTO MHEJIOIUCILIACTHYECKOTO CHHIPOMA COCTOMT B CAMONPOM3BOJILHOM
pa3pelieHd B TeyeHHe HECKOJIBKHX Helellb WIN MecsueB Mocjie POXKAeHUs /WM PA3BUTHH OCTPOTO MHEJI00JACTHOIO JIeiHK03a
nocJie CIOHTAHHO¥ perpeccuu B nepsbie 4—5 et xku3nu. O0g3aTeIbHbIM YCIOBHEM B PA3BUTHN MUEJIOIUCILIACTHYECKOTO CHHAPOMA
CJIYXKHT HAJIMYKE B KJIETKaX 0JIACTHOTO KJIOHA TPUCOMMH 21-ii XxpoMocombl M MyTanuu B rene GATAI.

Karouegwte caosa: Hosoposicoentblil, mpan3umopHsiii muesonpoaugepamusHolii cundpom, cundpom ayna, GATAI.

Ansa untupoBanus: [abutoBa H.X., Yepesosa W.H., KaszakoBa ®.M., OcunoBa V.B. TpaH3UTOPHbIN MUeNoaNCnIaCTUYECKNI CUHAPOM Y HO-
BopoxaeHHoro pebeHka. Poc BectH nepuHaton n neavarp 2023; 68:(5): 65-69. DOI: 10.21508/1027-4065-2023-68-5-65-69

The article presents a unique case of a transient myelodysplastic syndrome characteristic of children with trisomy 21. This condi-
tion has non-specific clinical manifestations and a specific hematological picture similar to those of acute leukemia. The uniqueness
of transient myelodysplastic syndrome lies in the spontaneous resolution within a few weeks or months after birth and/or the develop-
ment of acute myeloid leukemia after spontaneous regression in the first 4—5 years of life. A prerequisite for the development of myel-
odysplastic syndrome is the presence of a blast clone of trisomy of the 21 chromosome and a mutation in the GATA / gene in the cells.

Key words: newborn, transient myeloproliferative syndrome, Down syndrome, GATAI.

For citation: Gabitova N.Kh., Cherezova I.N., Kazakova F.M., Osipova I.V. Transient myelodysplastic syndrome in a newborn. Ros Vestn Peri-
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PAH3UTOPHBIM ~ MUENOAUCIIACTUYECKUI ~ CHH-

IIPOM — COCTOSIHME, BO3HMKalolllee B TIEpUOJIE
HOBOPOXIEHHOCTH Yy JAeTeid ¢ cuHapomom JlayHa,
MpY KOTOPOM B KOCTHOM MO3T€ M/WJIW IPYTrUX OpraHax
HaKarlIMBaeTCsl KIOHATbHAs TOMYJISIUS MPeaIIeCTBeH-
HUKOB MUEJIONO033a Ha Pa3JIMYHBIX CTaausIX Pa3BUTHS.
3abosieBaHUE BO3ZHUKAET B (peTaTbHOM MJIM HEOHATasb-
HOM Mepuoje XMU3HU U paclieHUBAeTCsl Kak TpejeiKe-
MUYEeCKMIA HeOHATaIbHBIN cuHApOM [1—3]. Merakapno-
O7acThl MpPU TPaH3UTOPHOM MUEIOAMCIIIACTUYECKOM
cuHIpoMe (PEHOTUNMYECKU HEe OTJIMYAIOTCS OT JehKe-
MUWYECKUX 0JIACTOB TMPU OCTPOM MHUEIOOJACTHOM Jieki-
KO3€ W BBISIBISIOTCS B MepudeprudecKoil KpoBU MpU-
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MepHO Y 10% HOBOpPOXIEHHBIX ¢ cuHApoMoM JlayHa.
V 30% nereit ¢ TpaH3UTOPHBIM MUEJIOAUCIIIACTUYE-
CKMM CHHAPOMOM pa3BUBaeTCs OCTPBIII Merakapuo-
HUTAPHBINA JIEHKO3 B TeYeHME TOCJeaylommnx 3—5 JerT,
ay 20% — ocTpblii MUETOUIHBIN Jeiiko3 [3—6]. Bce-
MUpHas OpraHM3alus 3ApaBOOXpaHEHUS KiacCupu-
LIUPYET MUETIOUIHBIE 00pa30BaHMsI, CBI3aHHbBIE C CUH-
npomoM JlayHa, B OTHEJIbHYIO TPYIIY «MHUETOWITHBII
Jeiiko3 npu cuaapoMe HayHa» [5, 7]. 3aboneBanue pas-
BUBaeTCS BHYTPUYTPOOHO, KOTAA TeMOIT033 TPOUCXO-
IIAT B TTeueHu T1oaa. Tpucomust 21 oka3bIiBaeT BIUSTHUE
Ha TeMOIT033, MPUBOAS K TOBBIIICHUIO TIpordepauu
SPUTPOUTHO-METaKapUOIUTAPHBIX  MPEIIIeCTBeHHU -
KOB B TI€UEHU IUIOAA, W TTOATOTABIMUBAET T€MOIOITH-
YeCcKHe KJIETKU K MPUOOPETEHUIO0 COMAaTUIECKOM MyTa-
nuu reHa GATAI, cueruieHHOTO ¢ X-XpOMOCOMOM [2,
3, 6]. T'en GATA1 HeoGXomUM IJIT HOPMaJIBHOTO pOCTa
W CO3PEBaHUS IPUTPOUIHBIX KIETOK M MeTaKapuOIL-
ToB. Myraniun rena GATA1 y mauuMeHTOB ¢ CUHIPO-
MoM JlayHa (MperMYIIeCTBEHHO KOPOTKWE IeelNu,
WHCEPLUMU U TOYEUHBbIE 3aMEHBbI BO 2-M WJIU 3-M 3K30-
Hax) MpUBOIAT K ykopouyeHuto Oenka GATAIls [3, 5,
8]. YkopoueHHbiii 6enmok GATA1 Hapyiiaer KoHeu-
Hyl10 IU(GdEepeHIIMPOBKY MerakapuoLMTOB, MPWBOIUT
K HaKOIUIeHWI0 MaloanuddepeHINPOBaHHBIX Tpe-
IIeCTBEHHUKOB, KOTOpbIE MOTEHIMAJIbHO MOTYT pa3-
BUBAThCS B JIEMKEMUUYECKYIO TIOMyJsIuuio. B pe3yib-
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TaTe MPUOOPETEHHBIX MYTallUi y NE€Te C CUHIAPOMOM
JlayHa yBeIMUMBAETCS PHUCK Pa3BUTUS OCTPOTO JTUM-
¢obnactHoro Jneiiko3a B 10—27 pa3 u ot 46 no 83 pas
MTOBBIIIAETCS PUCK PAa3BUTUSI OCTPOTO MUEIO0IACTHOTO
Jeiiko3sa [6, 8, 9]. Jlokanuszalus MyTalunu B 3-M 9K30HE
reHa GATA1 moasepraer maumueHToB S00-KpaTHOMY
PUCKY pa3BUTHS OoJiee TTO3IHEr0 MerakapruoluTapHOTO
snefikoza [1]. Mytauuuy remMorioaTuyeckoro ¢dakropa
tpaHckpuniuu GATAI MoryT BcTpeuaThbCsl My JeTeit
¢ MosauuHoil Tpucomueir 21 [10]. Jlelikemuueckue
KJIeTKN y OeTeil ¢ cuHapomom JlayHa mopdosiorude-
CKM HAITOMMHAIOT He3pesible MUeT00JacThl WM Mera-
kapuoOyactel. C poxXIeHueMm, KOorga KpOBETBOpEHUE
IJIofa C TIeYEeHUW TepeKITIoYaeTcss Ha KOCTHBIM MO3T,
Merakapuo0OjacTHbeIl Ki1oH GATAI craHOBUTCS Heak-
TUBHBIM y 70% mNanueHTOB M3-3a TOTEPU TEePMUC-
CUBHOM T'eéMOITIO3TUYECKON cpenbl. ¥ ocTaibHbiX 30%
9TOT KJOH MOXET COXPaHAThCS ITOCTAaTOYHO JIOJTO,
puobpeTast  ITOMOJHUTENIbHBIE MyTalluM, KOTOpPbIe
C TeYeHUEM BPEMEHM TPUBEAYT K Pa3BUTHUIO OCTPOTO
MUEJ00JIaCTHOTO JIelKOo3a WJIM MerakapuolUTapHOTO
Jleitko3a, 006brdHO ¢ eHotnnom CD7 [11, 12]. dakTo-
pPOB, JOCTOBEPHO MPOTHO3UPYIOIIUX TpaHCHOpMaINo
TPAH3UTOPHOTO MUEJTOAMCITIIACTUYECKOTO CUHIpOMaA
B OCTpBIl MUEIOOJACTHBIN JIeiiK03, He BhIsBICHO [11].
HeonaTtanbHBIlT  MUeTOTIPONM(MEPATUBHBIA  CUHIPOM
MOXET BapbMpOBaTh OT OECCUMMITOMHOIO TEUYEHMUS
II0 OYeHbB TsKebIX ¢popM 3aboneBanus. [Ipu 6eccmmi-
TOMHOM TeUeHHHM 3a0oJjieBaHHE OOHAPYXKMBACTCS CIIy-
YyailHO Ha OCHOBaHMUU JIaDOPAaTOPHOTO MCCIIeTOBAHUS
nepuceprueckoir KpoBu. KiMHUYeCKUe MPOSIBICHUS
3a00JieBaHUS HecneUn(GUIHbB W BKIIOYAIOT TeraTo-
U CIUIEHOMETAJINIo, XKENTyXy, TepuKapauaibHbie/
TJIeBpaJibHbIe CEePO3HBIE BBITIOTHI, HECTELU(PUIECKYIO
KOXHYIO CBITTb, PECITUPATOPHBIA OUCTpecc, M3MEHEH-
HbIe TeMaTOJIOTUYeCKUe TToKazaTeln. I ermaTtoMeranust
SIBJISIETCSI CJIENCTBUEM WHOUIBTPAIUK TIeYeHU MHIYLIM -
pOBaHHBIMU MerakapuobtyactaMu u ¢uoposa. Dubpos
B 15% cnydaeB couetaeTcss ¢ TUTIEPOMIMpPYOMHEMUEH
1 MOXKET TIPUBECTU K JICTATBHOMY UCXOIY B pe3yabTaTe
pPa3BUTHS TIEYEHOYHOM HemocTaTouHOoCTH. [Tepukapau-
aJIbHbIe BBHITIOTHI M 3aCTOMHAs cepaeyHas HeaoCTaTod-
HOCTh B 16% ciydyaeB BCTpedaeTcs y JAeTeil ¢ COMyT-
CTBYIOLIMM TMOPOKOM cepala. BoasiHka miioaa y nerei
C TPaH3UTOPHBIM MUETOAUCTUIACTUIECKUM CUHIAPOMOM
KJTACCUYECKU CBSI3aHA C TSKEIOUW aHeMUEU, JerKkeMu-
yecKoil mHuIbTpanueir 1 Gpubpo3oM cepaiia 1 ooHa-
pyxuBaetrcs B 5—6% [2, 3, 9]. JlerouHble OCJIOKHEHUS
BCTpEYAlOTCS TOJIBKO Y MAallMeHTOB C CaMBIM TSIKe-
JIBIM 3a060JieBaHMEM M Pa3BUBAIOTCS W3-3a MeXaHHWYe-
CKOM KOMIIPECCHUM JIETKMX MAaCCHUBHBIM TIJIEBpPaJIbHBIM
BBIMIOTOM WJIM TermaTtoMeraiueii. JIpIxaTeabHast Hemo-
CTaTOYHOCTh Yallle OOYyCJIOBJIEHAa 3acTOeM B JIETKUX
B pe3yJbTaTe CTYIIEHWS KPOBM BCJIEACTBUE BBICOKOTO
JeiikonuTo3a. [lopakeHUs KOXU WMEIOT BE3UKYIO-
MTyCTYJIE3HBII XapaKTep, HATTOMUHAIOIINE TOKCUIECKYIO
SpUTEMY, DBJEMEHTBl TIPEUMYIIECTBEHHO pacroJjara-

KJINMHUYECKUE CJTYHAU

oT1csa Ha auie. Co BpeMeHeM ChbIllb CTAHOBUTCSI CJIMB-
HOI1, TIOKPBITON KOpKaMu. BUOTICUS KOXHBIX 3JIeMeH-
TOB BBISBIISIET TEPUBACKYJISIPHBIE WM JepMasbHbIe
JefikemMuueckue OJlacThl, He3pesble MHUEJIOUIHbIe
KJIeTKu ¢ uHpuabTpanueir B anuaepmuc [3, 9, 11].
Koarynonatust ¥ CMHHAPOM AUCCEMUHUPOBAHHOTO BHY-
TPUCOCYIUCTOTO CBEPTHIBAHUS OCTOXHSIOT TSXKEJbIe
cilydyau TPaAaH3UTOPHOIO MUEIOIUCIIIACTUYECKOTO CHUH-
npoma. CienyeT OTMETUTb, YTO TIPU HEOHATAJTbHOM
MueornpoaudepaTuBHOM 3a00JIeBaHUN Y IeTell C CUH-
npoMoM JlayHa He oTMedaeTcsl TopaxkKeHue TOJIOBHOTO
mosra [11]. K ¢akropam pucka paHHeil HeoHaTallb-
HOIl WU BHYTPUYTPOOHOM CMEpTU CJIEAyeT OTHOCHUTh
BBICOKHWI ypoBeHb JielikouToB (6osee 100 ThIC./MKI),
HEJIOHOIIIEHHOCTh,  KOaryJjoraTuil, TeMopparuye-
CKMIi TraTe3, TPOMOOIIMTONEHUI0, HU3KYI0 Maccy Telia
Mpu POXACHWUU, BOIASIHKY WJIM TIepUKapAUaIbHbBII/
ruieBpaabHbIi BHIMOT [2, 10]. OCHOBHBIM U XapakKTep-
HBIM TE€MAaTOJIOTMUECKUM TPU3HAKOM TIpU HeOHaTaJb-
HOM TpoJindepaTUBHOM CUHIPOME CITYXKAaT JIEMKOLIMTO3
u Haiuuue 0J7acToB B rnepudepudeckoir Kpopu. Cum-
TaeTcs, YTO JJISI KJIACCUYECKOTO TPaH3UTOPHOTO MUeE-
JIOMUCIIJIACTUYECKOTO CUHIpPOMAa KOJWYeCTBO OJacT-
HBIX KJIETOK B MepudeprdecKoil KpOBH TOJIKHO OBITh
6onee 10% [3—5]. UmMyHObEHOTHUI OJIACTHBIX KJIETOK
MpY TPAH3UTOPHOM MUETOIMCIIIACTUIECKOM CUH-
IpoMe, KaK 1 MPU MerakapuolMTapHOM JIeliKo3e, 9KC-
MPECCUPYIOT He3peJible TTOBEPXHOCTHBIC MUETOUIHbIC
antureHsl CD34, CD117, CD33, CD13, merakapmuoum-
tapasie — CD42b 1 CD41, CD36, a takxke CD7 [12,
13]. biacTel B KOCTHOM MO3Te TpU 3TOM 3a00JieBaHUU
WMEIOT XapaKTepHBIN «ITy3bIpYaThiii» BUI, WX KOJU-
yectBO Ha 2—10% MeHbIlle, yeM B mepudepudeckoit
KpOBU. AHOMaJIbHOE€ CO3peBaHME MEerakapuollMTOB
Habmonaetcs y 75% 60nbpHBIX. PUOPO3 KOCTHOTO MO3Ta
HaOmomaercss Hewyacto. KonmyectBo TpoMOOLIMTOB
MOKET OBITh TMTOBBIIIEHHBIM WJIM HOPMAaJIbHBIM, aHEMUST
BCTpevaeTcsl penko. B OonbIIMHCTBE CcilyyaeB TeYeHUe
TPaH3UTOPHOTO JieliKo3a TIpoTeKaeT ©0e3 OCJIoXHe-
HUW ¥ TUPKYJIUPYIONIMe OJacThl CIIOHTAHHO MCYE3ai0T
yepes 4 Hexn B oTcyTCcTBUE JieueHus y 80% nereit [5, 9].
HeobpaTtuMmblii MerakaprOIMTApHBINA JIeHK0O3 pa3BUBa-
ercs y 20—30% GOJbHBIX B TeUeHUE 3—5 JIET B pe3yiib-
TaTe TPOTrpecCUpOBaHUSs JieliKkeMuyeckKoil TpaHchop-
MaluK TOoCje CIMTOHTAaHHOM PeMUCCUU TPAaH3UTOPHOTO
MUeloaucIiacTuaeckoro cuuapoma [1, 11, 12]. Ipo-
1ecc JeiKeMnuecKoi TpaHcopMalmm — COBMECTHBIN
pe3yabTaT MyTalluii, yBEJIUUMBAIOIIMX Tpordepalnio
WA BBDKMBAEMOCTh KJIETOK, M MyTallWii, HapyIIalommx
TeMOTOATUYECKYI0 U depeHInPOBKY [2].

Knuanyeckmit  caywaii.  [IeBouka, 20  nmHel
(11.03.2022 r.p.), HaxoauIaCch Ha 0OCIENOBAHUN U Jieue-
HUU B OTIEJIEHUU MaTOJOTUU HOBOPOXKICHHBIX [IeTCKOI
pecny0IMKaHCKON KITMHUYECKOM OOTLHUIIEI.

PeGeHok OT TpeTheli OCIOXHEHHON OepeMEHHOCTH,
npoTeKaBIIeil Ha (POHE OCTPOI pecTUPaTOPHOI BUPYC-
HOW WHEeKUWW B paHHUE CPOKU, JIETKOW aHEMMWHU,
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Tabumosa H.X. u coaém. TpaH3UTOPHBII MUETOAMUCIIIIACTUYECKUIT CHHIPOM Y HOBOPOXKIECHHOTO pebeHKa

KOJIBITUTA, XPOHUYECKOW BHYTPUYTPOOHOU TUITOKCUU
TToJa, TeCTallMOHHOTO caxapHoro auabera. Ha cpoke
30 Hen recranuu XeHmuHa nepeHeciia COVID. Ilpe-
IBIAYIIHEe OepeMEHHOCTU 3aKOHYWINCH CIEAYIOIINM
obpa3oM: ogHa — OTEpPaTUBHBIM pOAOpa3pelIeHneM,
npyrasi — 3aMmeplieil 6epeMeHHOCThI0. Pombl BTOpEIE,
orepaTuBHBIe Ha 347 Heln OepeMEHHOCTH BBUIY TPO-
rpeccUpylomieil BHYTPUYTPOOHOM THITOKCUU TIIOIA.
OneHka To mIKaje Amrap TpuU pPOXIEHWU COCTa-
Buia 6/7 6amioB, macca Tena 2495 r, nuHa tena 49 o,
OKpYXHOCTb T0oJIOBHI 31 cM. CocTosiHUE MpPU TIepBUY-
HOM OCMOTpE TSIKeJIoe 3a CUeT MePeHEeCEHHOM TUTOK-
CUW, HEAOHOIIEHHOCTHW, IbIXaTeJbHBIX HapyIICHUI.
JleBouka Oblna BSJIOW, TUIIOTOHWUYHOM, pedIeKCh
HOBOPOXIEHHOTO CHUXXeHBI. OTMeUaTnch HEOOMTbHAS
MEeJIKOTOYeYHas MeTeXnaabHast ChIb Ha CIIMHE, 001Iast
MacTO3HOCTh TKaHel. JIbIXxaHne — ¢ y9acTHheM BCITOMO-
raTeJIbHOM MYCKYJIaTyphl, ayCKyJIbTaTUBHO — XECTKOE.
JIng KynmupoBaHUSI peCHUPATOPHBIX HapYIICHUN Tpe-
o6oBanocs CPAP uepe3 OuHazanbHble KaHoau. O0Opa-
aj BHUMaHUEe TPU3HAKU JIMLIEBOTO AUCMOphU3Ma,
XapakKTepHbIe JUIST TPUCOMUU 21 XPOMOCOMBI: TUIOCKOE
KpyIji0€ JWIO, MJIOCKWW 3aThIIOK, KOPOTKWMU HOC,
KOpOTKas IIMpOoKas Iesi, MOHTOJIOWIHBIN pa3pe3 Tiia3,
KOPOTKHE KOHEYHOCTH U TMaIbIIbl, TIOTIepeuHast JIaloH-
Has ckyaaka. ZKMBOT ObLT yBeJIUYeH B oObeMe, Majb-
nupoBajach medyeHb +2,0—2,5 cM, cene3eHka +1,5—
2,0 cM. B obOmiem aHanm3e KpoBM YyMepeHHass aHEeMMUSI:
remoryioouH 137 r/m (mpu HopMe ot 160 r/i1), 3puUTpO-
uuthl 3,87-10'2/n, neiikouuros 62,4-10°/1, cermeHTO-
snepHbIX 22%, MoHouMTOB 14%, nmumdonutos 22%,
303uHOpMIOB 2%; GnaactHbIX KieTokK 40%. Ilo nmaH-
HBIM KOAaryJoTpaMMbl, CHUXEHUE TTPOTPOMOMHOBOTO
nHaekca 10 65,4%.

Ha 2-e cyTKM XVU3HU TOSIBUJIOCH CYOMKTEPUYHOE
OKpalllMBaHWe KOXHBIX ITOKPOBOB C TIOBBIIICHUEM
YPOBHS TpaHCAaMWHA3 B OMOXUMUYECKHNX MOKa3aTeNsIX:
aJlaHMHaMuHOTpaHcdepassl g0 81 en/n (rpu Hopwme
no 49 en/n), acmapratamMmuHoTpacdepassl g0 61 em/n
(nmpu HOpMe 1o 58 en/n) mpu ypoBHE OO0IIEeTro OMIu-
pyouHa 115,3 MKMOJb/1 M B OTCYTCTBUE TIpSIMO
dpakunu. KucioTHO-OCHOBHOE COCTOSTHME U JIpyrue
OMOXMMUYECKHE MoKa3aTeJu ObLIM B TIpeaeiax BO3-
pacTHBIX pedepeHCHBIX 3HaYeHM. YJIbTpa3ByKOBOE
HCCJIeTOBaHNE OPraHOB OPIOIIHOM TOJOCTU BBISIBUIO
OIHOPOJHYIO MEJTKO3ePHUCTYIO CTPYKTYpYy TIeYeHHU,
9XO-TIPU3HAKU TenaTocryieHoMeraauu. Ilpu Heiipo-
coHoTpachuu ONpenessiuch BazoauaaTaus, Mopdo-
(yHKIMOHANIbHAS HE3PEJNOCTh, KHCTAa COCYIUCTOTO
criietreHus cieBa. [lpu peHTreHorpaduu opraHoB
TPYIHOW KIJIETKU BBISIBJICHBI YCHJIIEHHE OPOHXO-COCY-
JIMCTOTO PUCYHKA B HUKHUX OTIEJIaX ¢ 00eUX CTOPOH,
ITHEeBMAaTHU3alMs MeTeb KuineuHuka. [Tpu axokapamno-
rpaun BBISIBJIEHBI CyOaopTajdbHBIM Je(EeKT MexKe-
JIyTOYKOBOM MEPErOpOAKN, OTKPBITOE OBaJTbHOE OKHO,
NIeKCTPaTO3UIIUS a0PThI, YMEPEHHBIN CTEHO3 JIETOUYHOM
apTepuy U He3HAYUTEbHasl TUJIaTallis TIPABOTO XKeJTy-

nouyka. Ha snekrpokapamorpamMme perucTpupoBaIuCh
CUHYCOBBIi PUTM, OTKIIOHEHHWE 3JEKTPUUYECKON OCH
BIIpaBo, OJIOKajga TpaBOd HOXKM mydka ['uca, mpu-
3HAKU TUTEPTPOMUU TPABOTO MPEACEePIns U MPaBoOro
KeJynouka.

C 1mpenBapuTeNbHBIM OHArHo30M «IUMGOo0IacT-
HbI Jeiiko3 (?). BpoxneHHBI TTOpoK cepilia: TeTpana
danno, CMHAPOM IBIXaTeIbHBIX PAacCTPOUCTB, JlbIxa-
TeabHast HemoctatouHocTh 0—1. HemoHomeHHOCTH
34" nen. Cunaopom J[layHa. BpokaeHHast aHeMHs»
pebeHOK ObLI MepeBe/ieH M3 POAMIBHOTO A0Ma B OTIE-
JIeHUe TaTOJIOTMM HOBOPOXIEHHBIX JleTCKOi pecry0-
JIMKAHCKOM KJIIMHUYECKOW OONBHUIIBI B BO3pacTe
4 nueit. [Ipy iepBUYHOM OCMOTpE B OTIEJIEHUU COCTO-
stHUEe peOeHKa OlLIEHNBAJIOCh KaK OYEHb TSKEJI0e 3a CUeT
reMOIVMHAMUYECKUX  HapyIIeHW, OOYCIOBIEHHBIX
BPOXIEHHBIM IIOPOKOM CepAlla, AbIXaTeJbHBIMU pac-
CTpOMCTBAMU,  HEBPOJOTMYECKON  CHUMIITOMATUKOM
B (opme cuHmpoma yrHereHusi. PeOGeHOK ObLT B,
YIrHETEH, OTCYTCTBOBAJIM COCaTeJbHBIN pediiekc, ped-
JIEKCBI OTOPBI M aBTOMATUYECKOW TMOXOIKHW, OTIpele-
JisTach yMepeHHas MbIlledHas TUIOTOHMS. KoXXHbIe
MMOKPOBBI UMEJTA CEPOBATYI0 OKPACKY C MTepHOPATbHBIM
u akpouuanosom B mokoe, SpO, 89%. [bixanme 68
B | MMH C y4acTHeM BCIIOMOTaTeJbHON MYCKYJIaTyphl,
ayCKyJIbTATUBHO — 3KECTKOE C HaTMYMeM HEeOOUJIbHBIX
MEJIKOITY3bIPUaThIX BJIAXHBIX XpUMOB. TOHBI cepaia
MPUTIYIIEHBI, TPaBUJIbHOTO puTMa. Han Bceit moBepx-
HOCTBIO Ceplla BBICITYIIMBAJICS IPYObIi CUCTOTNYECKUIA
myM. KMBOT MATKUIA, 0e300J€3HEHHBIN TIpY Majblia-
nuu. [Tledens manbpmpoBanack Ha +4 ¢cM OT Kpas pedep-
HoIi 1yru, cee3eHka — Ha +2 cM. [Ipu moBTOpHOM aHa-
Jm3e Tepudepruyeckoil KpOBU COXPaHSIIOCh BBICOKOE
cozmepxXaHue JeHKouToB — 64,95-10°/11 1 TpOMOOLIUTOB
584-10°/n, GiacTHbIX KIeTOK — 68%. B koaryiaorpamme
OTMEYaJIOCh TMOBBIIIEHWE AaKTUBUPOBAHHOTO 4YacTWY-
Horo TpoMmbGoracTuHoBoro Bpemenn (AUTB) mo 49,6
¢ (mpu HOopMme 1o 40 c), CHUXXKeHUe YpOoBHSI (hUOPUHO-
rena no 1,70 r/a (npu Hopme oT 2,0 r/11), yBeIMUYeHNE
TpoMOuHOBOTO BpemeHu a0 28,3 c. [1LIP-guarnoctuka
Ha BHYTPUYTPOOHBIE MH(EKIIMU TAaTOJOTHUI0 HE BbIsI-
Buia. PeHTreHorpadguss oOpraHoB TpPyIHOW KIIETKH
XapaKkTepu3oBajach HaJW4YMeM pacCesHHBIX aTejieK-
Ta30B, YCUJEHHBIM OPOHXO-COCYAMCTBIM PUCYHKOM,
OTCYTCTBHMEM TIJIEBPAILHOTO BBITIOTA U CBOOOIHOTO BO3-
nyxa. IlokasaTenum KHMCIOTHO-OCHOBHOIO COCTOSIHUSI
CBUIETEJIbCTBOBAIM O CYOKOMITEHCUPOBAHHOM PECITH-
paTOPHOM allnI03e.

Bruta mpoBeneHa MyHKIWST KOCTHOTO Mo3ra. ITyHK-
TaTbl M3 JIEBOM M TIpaBOil OOJBIIEOEPIIOBBIX KOCTEH
comepXKalli CHIDKEHHOE KOJIMYECTBO KIIETOK, CXOMTHBIX
no cocraBy. KonanyecTBo GJaCTHBIX KJIETOK OBUIO yBe-
JIMYEHO U cocTaBstio 45 u 36% coorBeTcTBeHHO. Biact-
HbIe KJIETKU KPYITHOTO M CPEIHEro pa3Mepa ¢ BHICOKUM
SIMEPHO-IIUTOIIA3MAaTUYECKUM COOTHOIIIEeHUeM. Mue-
Joniepokcuaasa orpuuatenbHas B 100% OmacTHBIX Kite-
ToK. MccrmenoBaHue MyHKTata KOCTHOTO MO3ra MeETO-
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oM TipotroyHoit uuroMetpun B ®I'BY «OHKII] IO
uM. [1. PoraueBa» M3 P® Ha 10-if IeHb XXU3HU OTIpee-
Jio 35% 61aCTHBIX KJIETOK ¢ UMMYyHOheHoTurom CD7+
CD33+CD34+CD38+CD41a+CD45+CD61+
CD99+CD117+HLADR++, 4TO COOTBETCTBYET OCTPOMY
MUETOUTHOMY (MerakapuoluTapHOMY) JIEUKO3y ¢ KOIK-
crpeccueit CD7.

B mporiecce nuHamMmmnueckoro HaboneHus Ha (oHe
Hecrnien(pUIecKoil aHTUOaKTepuaabHON, WHQY3MOHHOM
U KHUCJIOPOIHON Teparuu OTMeYaslach IOJIOXUTEIbHAs
nuHamuka. K 20-My AHIO XXU3HU KOJIMYECTBO JIEHKOIIM-
TOB 3HAYMTEJILHO CHM3WIOCH M cocrasmio 20,78:10° /n,
aK KoHIy 1-ro mecsita — 7,87-10°/11co CHUXKEHMEM YPOBHSI
6acTHBIX Ki1eToK 10 20%. K 6-MecsraHOMY BO3pacTy remMa-
TOJIOTMUECKHE TT0Ka3aTeIM HOPMaJIM30BaJIMCh, HO COXpa-
HsIach rerarocruieHoMmeranust. MicciaenoBanue KaproTuria
MOATBEPAWIO XPOMOCOMHBIN Habop 47XX+21c, a cek-
BeHUpoBaHue 1o CaHTepy — MaToJIOrMYecKylo MyTalluio
BO 2-M 3k30He TeHa GATAI, uTo corjacyeTcsl ¢ TaHHbIMU
JIMTEPATYpPhl 0 HEOOXOMMMOCTHY TaHHOW MyTallMU y AeTeit
¢ cuHapoMoM JlayHa it pa3BUTHSI MUEJIOTTpoIudepaTuB-
Horo cuHzapoma [1, 12]. Tpanchopmanusi B MOJHOLICH-
HBI JIEWKO3 TIPOUCXOIUT B TeUeHUE TIEPBHIX 4 JIET XKU3HU,
KOrJa KJIeTKU, Hecylye myrauun GATAI, iepcucTupyior
U TIPpUOOPETAIOT BTOPUYHBIE MyTallMK, Yallle BCero B TeHax
Kore3uHa [8].

0OO6cyxaeHue

B npencraBieHHOM KIIMHUYECKOM cliydae y peOeHKa
TepBOHAYATBbHO ObLTMPEATIOI0XEHOCTPhIIelKo3. Kinn-
HUKO-J1a00paTOpHOE HCCIEeNOBAHUE TO3BOJIWIO Juar-
HOCTMPOBAaTh TPAH3UTOPHOE MUETONpPOIUdepaTHBHOE
coctosiHue Ha 10-e cyTku Xu3HU. 1 TpaH3UTOPHOTO
MMEJTOANCILIACTUYECKOTO CUHAPOMa Celn(pUIeCKUMU
reMaTOJIOTUYECKUMHU W KIMHUYECKUMU KPUTEPUSIMU
cIykaT HaJImuure GIaCTHBIX KJIETOK B TepuepuuecKoi
KPOBU W TeMaTOCTUIEHOMETalNs B COYETaHUM C CUH-
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B TeUeHNE HECKOJBbKUX HEeNeNIb WM 3—6 Mec TIoCIIe POX-
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WCYE3HOBEHUEM TrernaroMmerasiuu. B TmipencraBieHHOM
ciiyyae Mbl HaOJIIo1anu ObICTPYIO HOpMaIU3aluIo oKa-
3aresieil repudeprueckoil KpoBu 0e3 XMMUOTEpanuu,
OJIHAKO TIPU ITOM Yy peOEHKa COXPaHSUIUCh aHeMUYe-
CKMIl CUHIPOM M TemnaTocruieHoMmeranus. [lpu sTtom
pucK TpaHchOpMalMUM TPAH3UTOPHOTO COCTOSIHUS
B OCTpPBIi Merakapro0JIaCTHBIN JIEHKO3 OCTAaeTCs BbICO-
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KOppPEKIIMU MopoKa.
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KJINMHUYECKUE CJTYHAU

HMuctpoduyeckuii 0yJie3Hbli SMUAEPMOJIN3 Y HOBOPOKIEHHOTO
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Dystrophic bullous epidermolysis in a newborn

A.A. Babintseva'?, D.1. Sadykova', K.O. Zvegintseva'~

'Kazan State Medical University, Kazan, Russia;
2City Clinical Hospital N7, Kazan, Russia

BpozkneHnblii Oy/u1e3Hblil SMHIEPMOIIH3 — TsKeI0e HACIEACTBEHHOe 3a00/IeBaHNe, OCHOBHBIM NPOSIBJIEHHEM KOTOPOTO CJIyKaT
My3bIPH, BO3HMKAIOIIME N0C/Ie He3HAYNTEILHOTO MEXAHHYECKOTO BO3/IHCTBUS HA KOKE H CJIM3MCTBIX 000109KAX BCJIECTBHE BPOK-
JIEHHOTO HAPYIIEHNUS KOIMPOBAHNUS MPOTEHHOB IePMO-IMIIEPMATBHOTO coeanHenns. CI0KHOCTb B IOCTAHOBKE THATHO32 BPOXK/IEH-
HOrO OYJIIe3HOT0 SMUIEPMOIIH3A CBSA3AHA C PEAKOCTHIO MATOJOTHH M MAJIBIM YHC/IOM HAYYHBIX IyOIMKALMIA.

Karoueswte caosa: Hosoposcoerbvle, 8p0icOeHHbLI INUOPMONU3, 2eHeMUYeCKas MYMAlus.
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Congenital bullous epidermolysis is a severe hereditary disease, the main manifestation of which is bubbles that occur after minor
mechanical action on the skin and mucous membranes due to congenital violation of the coding of dermo-epidermal proteins. The dif-
ficulty in making a diagnosis of congenital bullous epidermolysis is associated with the rarity of pathology and a small number of sci-

entific publications.

Key words: newborns, congenital epidermolysis, genetic mutation.
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Bpomz[eHHbIﬁ OyJUIE3HBIM 3MUACPMOJIN3 — TSKE-
JIOe HacJeACTBeHHOe 3a0ojieBaHWE, OCHOBHBIM
MPOSIBJIEHUEM KOTOPOTO CIIYyXaT My3bIpHh, BO3HUKAIO-
Ie Tocjie He3HAYUTETbHOTO MEXaHUYECKOTO BO3Ieii-
CTBMSI Ha KOXe M CIM3UCTBIX 000JOUKax BCIEACTBUE
BPOXXIEHHOTO HapylIeHUs KOAWPOBAHUS TPOTEMHOB
IepMo-3IuaepMajbHoro coegnHenus. B Poccwuii-
ckoii  Demepaunu  3a007€Ba€MOCTh  BPOXKIEHHBIM
OyJUTe3HBIM JIHUIEPMOJIU30M HAXOOUTCS B TIpeaesiax
or 0 no 19,73 cayyass Ha 1 MJIH HacejieHUs], B Cpej-
HeM — 3,64 ciayvas Ha | MuH HaceneHwms [1]. B metc-
kot monymsauuu Poccuiickoit  Mdemepaunu  gacTota
BPOXIEHHOTO OYJUIE3HOTO SMUIEPMOJIM3a COCTaBIISIET
1:50 000—1:300 000, a IporHO3UpPYEMOE YHCJIO MALIAEeH-
TOB C BPOXIEHHBIM OYJUIE3HBIM SIHUAECPMOIU30M
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Ha Kaxnblil roa coctaBisieT 14—34 ciyuaeB Ha 1,7 MiH
HOBOPOXJIEHHBIX [2].

B HacTostiee Bpemst ormrcano okoJjio 30 KITMHUYEeCKUX
BapuaHTOB BPOXIEHHOIO OYyJIJIE3HOTO 3MUIEPMOJIn3a,
KOTOpbIe 00BbeIWHEHBI B 4 OCHOBHBIX THIA U 6 TOATHU-
noB [1, 3—5]. 3aboneBaHne OOYCIOBIEHO MYTalUSIMU
reHoB LAMB3 n LAMA3, npuBOIsSIiMMU K HapyIIEHUIO
CUHTe3a KoJIJIareHa, 4YTo BeleT K 00pa3oBaHUI0 (pudpusl
B 30HE Oa3aJibHOW MeMOpaHbl W HapYIICHUIO aJre-
3UM MEXIYy SMHUISPMUCOM U JIepMOil ¢ oOpasoBaHUEM
My3bIpEN.

B HeoHaTaIbHBIM TIEPUOJT BCEe TUITHI BPOXKIEHHOTO OYJ1-
JIE3HOTO SMUACPMOJIN3A MMEIOT CXOXYI KIMHUYECKYIO
KapTUHY, YTO 3aTPYIHSIET OIpeeieHue TUIa 3a00JieBaHusI
Y HOBOPOXIEHHOTO. TOJbKO B TeYeHUE XKU3HU TTPOSIBIISI-
JOTCSI TOTIOTHUTEIbHBIE KIIMHUYECKKME TTPU3HAKK, XapaK-
TEpHbIE JJIST KAXKIO0TO TUMA W TTOATUIIA BPOXKICHHOTO OYII-
ne3Horo snuaepmonn3a [4—9]. IloaTumel UMeIOT OOIIMiA
MPU3HAK — MEXaHUUYECKYI CJIadoCTh WM XPYIKOCTh
MMOKPOBHOTO 3nuTens. HeycToMYMBOCTh 3TOM TKaHU
K JIIOOBIM BO3IEUCTBUSIM, JaXe K MUHUMAJIBHOW TpaBMe
MPUBOIUT K Pa3BUTHUIO ITy3bIpeil 1/MaM 3po3mii. B 3aBu-
CHMOCTH OT JIOKAJTM3ALIMK TTy3bIPH MOTYT ObITh KaK HaTIpsi-
SKEHHBIMU, TaK 1 APSOIBIMU, U UMETH CEPO3HOE MJIN FeEMOp-
parmyeckoe CONEPXUMOe, TIOSIBISIThCS TPU  POKIECHUU
WA B TIepBbIe CYyTKM XM3HM. [locie orcioiiku anumep-
MHca OOHAXAIOTCSI 9PO3UBHBIE TTOBEPXHOCTH, SMUTEIIN3a-
ST KOTOPBIX ITPOMCXOAUT Uepe3 S—7 mHei ¢ popmupoBa-
HUeM pyO110BOii aTpodun [7].
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Ilpu nucrpoduyeckoM TUIE BPOXIACHHOTO OYII-
JIE3HOTO BIUAEPMOJIM3a TIy3bIpU  MOTYT TIOSIBISITHCS
Ha CJIM3UCTBIX OO0O0JOYKax II0JIOCTM pTa, TOpPTaHMU,
nuieBoaa, npsiMmoit kuinku. MHbuumrpoBaHue 3po3uii
MOXET TIpUBECTH K CENTUYECKOMY COCTOSIHMIO C pas-
BUTHEM TTOJIMOPTaHHOW HETOCTATOUYHOCTHM U CHUHIpOMa
JNIMCCEMMHUPOBAHHOTO BHYTPHUCOCYIMCTOTO CBEpThIBa-
Hug [7]. B mocnenyoliemM B MecTax MopaxxeHuil oopa-
3yI0TCs pyOLBl. PyOneBaHme 3po3mii Ha KOHEYHOCTSIX
NpUBOAUT K (OPMUPOBAHUIO TICEBAOCUHIAKTUINM,
a B MuIEBoOJAe — K cTpuktypam. [Ipu mosiBieHuun odva-
TOB TIOpPaXEHUsSI Ha CIAM3UCTO O0OJIOUKE XKETyTOUHO-
KUIIIEYHOTO TpaKTa HapyIlaeTcsl MOCTYIIJICHUE MTUTATeb-
HBIX BEIIECTB C THUIIEH, a JUIUTEJbHOE CYIIECTBOBaHNE
Ha KOe OOIIMPHBIX 3PO31il ¢ MOKHYIIIEH TTOBEPXHOCTHIO
CIIOCOOCTBYET MOTEPe XKUAKOCTU 1 Oeska. B ¢Bs13u ¢ atTiM
y OOJIbHBIX HAOJIIOMAETCSI 3HAYNTEIbHAS 3aIepKKa pocTa,
MOXeT pa3BUBaThcsl aHemus [8].

Bepudukanuss KIMHUYECKOTO AMarHo3a 6asupyercs
Ha u3yYeHMM aHamMHe3a (OJM3KOPOACTBEHHBIN Opak,
HaJIMuMe B CeMbE YKa3aHHOU MaTOJIOTUM), XapaKTepHOM
KJIMHUYECKO KapTUHE, TaHHBIX TOMOJTHUTEJIbHBIX J1a00-
paTOPHBIX MCCAEAOBAaHUI OMOMNTATOB KOXW: METOIO0M
CBETOBOW MUKPOCKOMUM, HETNPSIMON peakluyd HMMY-
HO(MII0OpeCeHIMNA M TPAHCMUCCUOHHON 2JIEKTPOHHOM
Mukpockonuu [9]. Bo3damMoxHO wHCIoOIb30BaHUE aMHM-
OTUYECKOM XUAKOCTU C 11-ii Hemean OepeMeHHOCTH
NI TEHETUYECKOW NMAarHOCTUKU, YTO TIO3BOJISIET Hau-
0oJsiee TOYHO OMpPENeSUTh TOATUIT BPOXICHHOTO Oyi-
JIe3HOro 3nuaepMoiusa. IlpeHaTanbHasi aUarHOCTMKA
B psijie cllydyaeB BO3MOXHA Ha OCHOBAHUU OMpeIeIeHUS
BBICOKMX YpOBHel a-¢erorporenHa Bo Il Tpumectpe
oepemeHHOCTH Y Matepu [10].

OCHOBHBIMU TIpDUHILIMIIAMU JICUEHUS] BPOXIEH-
HOTO OYJUIE3HOTO BMUAEPMOJIN3A SIBJISIIOTCS 3aMelleHNe
MOTepU TKAHEBOM KUIAKOCTU W UCIOJIb30BaHUE TIpera-
paToB, OOJAMAOIINX PAHO3AXMBIISIIOIIMM CBOWCTBOM.
C 21Ol 11e/IbI0 MCTIONB3YIOTCSI aTpaBMaTUYHbIE, acerl-
TUYECKUE, HENpUINTAIIMe MaTepuaibl B HECKOJIbKO
c/loeB NI O0ecriedyeHust JOCTAaTOYHBIX APEHUPYIOIINX
CBOMCTB M ycKopeHus1 anuTenusanuu. [lomumo cum-
MTOMATUYECKOTO JICUEHUS], KOTOpPOE IPAKTUKYETCSI
B Poccun, B pasnuuHbIX cTpaHaX aKTMBHO HW3ydaeTcsl
U BHEApSieTCs] MPOTEMHOBAs!, TeHHasl U KJIeTOYHasl Tepa-
nust. CooO1iaercst 00 ycremrHo nposeaeHHoi B 2017 T.
B ['epmMaHum TpaHCIIaHTalMM KOXW. PeGeHKy, 0oib-
HOMY BPOXIEHHBIM OYJUIE3HBIM 3TMUIEPMOJIU30M B TeUe-
Hue 2 JIeT, yaanoch 3aMeHUTh 80% MopakeHHON KOXU
Ha 3I0POBYIO TPAHCTEHHYIO KOXY, BBIPAIIEHHYIO 13 €ro
K€ KJIETOK, B KOTOpble Oblla BCTaBjieHa paboTarolas
Bepcust reHa LAMB3 [11].

ITaneHTH ¢ BPOXIAEHHBIM OYJIJIE3HBIM BTUACP-
MOJIM30M HYXJAlTCsI B aKTMBHOM JTMHAMUYECKOM
HaOJIOICHUU U JICUEHUU He TOJIbKO Yy JIepMaToJIOTOB,
HO W y NIPYyrux CIeUMaJTuCTOB, TaKUX KaK XUPYpPTH,
WMMYHOJIOTY, TaCTPO3IHTEPOJIOTH, TTeAUATPhI, O(PTalb-
MOJIOTU. YYWUTHIBasI aKTyaJbHOCTb OOCYXaaeMoi

MpoOIEMBI,
HaOJoIeHue.

Knunnyecknii ciydaii. JleBouka pomuiach OT Tep-
BOIl OEpeMEHHOCTH, TEPBBIX CPOYHBIX POIOB B 39 Henm
recranuu. bepeMeHHOCTh TIpoTeKaysa Ha (hoHE YTpO3bl
MpepbIBaHUS W paHHEro TOKCHWKo3a B | TpumecTpe,
OCTPOTO PECMMPATOPHOTO 3a00JIeBaHUS C BIU30I0M
runeprepmun 1o 38 °C, anemum 1-it crenenun. OxoJjo-
TUTOMHBIE BOIBI OBUTM CBETIBIMU. Macca Tea Tpu poK-
neHun coctaBmia 2640 r, OKpy>KHOCTb roOJIOBBI — 33 cM,
nmrHa tena — 49 cM. Ouenka no mkajie Anrap: 8 6auioB
B KOHILIe 1-#f MuHyTHI. [1pn poxkaeHUU COCTOSIHUE Olle-
HUBAJIOCh KaK TSIKEIOe 3a CYET MPU3HAKOB MOPaXKEHUS
KOXHBIX TTOKPOBOB. OTMeUaInuch 3pO3UBHBIE Oe(HEKTHI
Ha KHUCTSX, SI3BEHHO-HEKPOTUYECKUE YYaCTKU C OTCYT-
CTBMEM DBIUIEpPMIUCAa Ha 00euX TOJIEHAX, C TEePEeXOIOM
Ha cromnbl. UMenach TUCTpodust MBI TOJIEHU U CTOII.
Ha cnusucroit 060ji0uKke s3bIKa OTMEYEH €IMHUYHBIN
my3bIpb. [To IpyruM opraHaM M cucTeMaM OTKJIOHEHWIA
MPpU TTIEPBUYHOM OCMOTPE He BBISIBIIEHO.

PebGenok ObLT epeBeneH it 00cieJoBaHUs U Jieue-
HUS B OTOEJeHWe peaHUMalluM W WHTEHCHBHOW Tepa-
MUY HOBOPOXAEHHBIX, TJ¢ KOHCYJBTUPOBAH B TIEPBBIM
JeHb XW3HU XUPYProM, MHOEKIIMOHUCTOM, IepMaTo-
BEHEPOJIOTOM. BBl yCTaHOBJIEH TMAarHO3 «BPOXKIEHHBIM
OYJIJIC3HBII 3MUASPMOJIN3», YTO BITOCIICACTBUM OBLIO
MOATBEPKAECHO pe3yJbTaTaMU MOJIEKYJISIPHO-TeHeTUYe-
CKOM AMarHocTuku (BbIsiBIIeHA myTtauusi reHa LAMB3).
B ob1em aHanmmM3e KpoBH, TTPOBEICHHOM B TIEpBBIC THU
KU3HU, OTMevasicsli HeiTpoduie3. B Ouoxmmuueckom
aHalM3e KpPOBM YPOBHU ajJaHWHAMUHOTpaHChepasbl
coctapisiim 23,7 en/n, acrnapraraMuHOTpaHCcdepasbl —
60,9 en/m, obmwmit GuAMpyonH — 45,6 MKMOJb/J, TIpsi-
Moit OwnupyouH — 12,5 MkMoib/n, KpeatTuHuH — 70
MKMOJIb/JI, TJoKo3a — 3,38 MMOJIb/J1, O0IIMii GeoK —
46,2 r/a, moyeBnHa — 3,08 mmonb/n, C-peakKTUBHBIM
oemok — 1,28mr/a, mnpokaabuuToHMH — 0,5 Hr/m.
ITpu yabTpa3ByKOBOM MCCEIOBAHUY BHYTPEHHUX OpTra-
HOB BBISIBJICHBI TTPU3HAKU TUTTOKCHYECKON HedpomaTum.
Ilpu HeitpocoHOTpaUM BBIIBICHBI TUITOKCUYECKU-
WIIeMUYecKoe IopaxkeHue 1-i1 cTereHMn, CyOosmuHIe-
MaJIbHbIE KUCTHI C 00EMX CTOPOH, YMEpeHHasl TKaHeBasI
rutiepTeH3ust. [1o TaHHBIM 3XOKapauorpaduu, UMeNCh
OTKPBITOE OBAJIbHOE OKHO — 2,3 MM, OTKPBITHII apTepu-
aJIbHBII TTPOTOK — 2,4 MM.

B otnmenenun peaHMMalMM W WHTESHCUBHOM Tepa-
MUY HOBOPOXKIEHHOMY peOeHKY TTPOBEICHO Clieyloliee
JiedeHre: Te3MHTOKCUKAIIMOHHAs U aHTHOAKTepUabHast
Teparnuu, BBeeHWe BHYTPUBEHHOTO MMMYHOTJIOOYIMHA.
MecTHast Tepanusl BKJTIOYajia TEPEBS3KU C WCITOIb30-
BaHWEM aTpaBMAaTUYECKOTO TEPEeBSI30YHOTO MaTepuaia
(HeaAre3UBHBIX CUJTMKOHOBBIX M JIUTTUIHO-KOJUTOMIHBIX
MOBSI30K), MAHTEHOJ (cripeit). 3a BpeMsl JIeueHUsl TTOsIB-
JIEHWST HOBBIX YYaCTKOB OTCIIOMKU 3MUaAepMuca He ObLITO
nonymieHo. KoxXHbIe MpOosIBIEHUST TTOCTETIEHHO perpec-
CHpOBAJIM, OTMEYAJIOCh [UTUTENIbHOE 3aXKUBJICHUE MeXa-
HUYECKUX TIOBpEXXAeHU Ha Koxke. B Bospacte 3 cyr

IIpUBOAUM COOCTBEHHOE KJIMHUYECKOE
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pebeHOK ObLT TIepeBeleH Ha CIIEMYIOIIMA dTall JIeYeHUs
u oOcienoBaHUsI B OTAEJIEHWE TaTOJOTMA HOBOPOX-
JIIEHHBIX OETCKOI OOJBLHUIILI, TIe OBbUIO YCIIEITHO IIpO-
IIOJDKEHO BBITTOJTHEHWE CXeMBbl JiedeHus. BwiOpaHHas
TaKTHUKa TIpuUBesa K 0J1arornojiydyHoMy pe3yiabTaTy, HOBO-
poxneHHast B 21-i1 eHb KM3HM OblJIa BBIITMCAHA JOMOI
moJ, HaOJIIoIEHe YYaCTKOBOTO MeauaTpa M 1epMaToBe-
Heposora. Ha MOMEHT BBIITMCKM OTMEYAJIach ITOJIOXKM-
TeJIbHAasl IWHAMHMKa KOXKHOTO IIpolecca: 3aKMBJIEHUE
MOBPEXIECHUIT U OTCYTCTBUE ITOSIBICHUSI HOBBIX BBICHI-
nanuii. C pogutensiMu pebeHKa Tiepel BBITMCKON Mpo-
BelIleHO 0OyueHre Mo OCOOEHHOCTSIM yX0/1a 32 HOBOPOX-
JIEHHBIM.
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Ilepunaranbnas dopma 6ose3nu Humanna—ITuka Tun C Ha done cyocTpaT-peaynupyromeii
Tepanuu
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Perinatal form of Niemann—Pick disease type C on the background of substrate-reducing
therapy
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A.A. Kamalova'?
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B cTaTbe npeacrapieHo KIMHNYECKOe HAOM0IeHHe 32 pe0eHKOM ¢ epuHaTabHoii hopmoii 601e3un Humanna—ITuka tun C. Beny-
IMMH B KJIMHUYECKOi KapTHHe 3200/IeBaHMs CTAJIM CHHIPOM X0JIecTa3a, UTOJIM3a, TenaToCIUIeHOMEraits, a TakKe 3a/epxKKa
ncuxoMoToproro passutus. [lposoannace quddepeHIMATBHAS JHATHOCTHKA C TOKCHYECKUM, IIMTOMEraa0BHPYCHBIM, BUPYCHBIMH
renaTuTaMu, Aeuuutom ajbha-1-aHTUTPUIICMHA, AYTOMMMYHHBIMH 3200JIeBAHMSMH ME€YEHH, AMUHOANUIONATUSMU, CHHAPOMOM
Anaxuuia. [Tocsie npoBeieHNs reHeTHYECKOr0 TeCTHPOBAHMUS HA MaHeNb «X0J1ecTa3bl» BbisiBjaeHa MyTauus B rede NPC1. Buoxumu-
YyecKast JMArHOCTUKA MOKA32/1a yBeInYeHue KOHIEHTpauu Ju3ochunromuenna-509 u noBbIlIeHHYI0 AKTUBHOCTb XUTOTPHO3UAA3bI
B cyxux maTHax Kposu. [Ipu cekBennpoBanum rena NPCI no Cenrepy oOHapyxkeHa HyKieoTuaHas 3amena chr18:21131617G>A
Y peGeHKa B rOMO3HIOTHOM cOCTOSIHUH. [10 KN3HEHHBIM MOKA3AHUAM NALUEHTY HA3HAYEHA CYOCTPAT-peylMpYIOIIAs Tepanus npe-
napatom Muriycrar. KynupoBanue cunpoMa xoJjiectasa, MUHUMAJbHBINA CHHAPOM IUTOJIM3A NOCJIE PHeMa NpenapaTa B TedeHue
1 Mec MOTYT CBH/IETEILCTBOBATH O XOPOIIEeii epeHOCUMOCTH ¥ 3()(heKTUBHOCTH Tepanuu.

Karoueewte caosa: demu, 6onreznv Humanna—Iuka C, nepunamanshas ghopma, xonecmas, Mueaycmam.

Ansa untupoBaHns: Paxvaesa P.®., Careesa I.U., ApteikoBa H.A., MuHrayeBsa H.P., [aHunaesa H.M., KamanoBa A.A. lepuvHaranbHasi
¢popma 6one3Hn HumaHHa-Iuka Tun C Ha ¢poHe cybcTpaT-penyumpyrolleii Tepanui. Poc BecTH nepuHaton v negmatp 2023; 68:(5): 73-77.
DOI: 10.21508/1027-4065-2023-68-5-73-77

The article presents a clinical case of a child with a perinatal form of Niemann—Pick disease type C. The clinical manifestations were
cholestasis syndrome, cytolysis, hepatosplenomegaly, muscle hypotension. Differential diagnostics was performed with toxic, cyto-
megalovirus, viral hepatitis, alpha-1-antitrypsin deficiency, autoimmune liver diseases, aminoacidopathies, Alajille syndrome. After
Cholestasis panel genetic testing, a mutation in the NPC1 gene was detected. Biochemical diagnostics showed an increase in the con-
centration of lysosphingomyelin-509 and increased activity of chitotriosidase in dry blood spots. According to the Sanger sequencing
of the NPC1 gene, a nucleotide substitution of chr18:21131617G>A was detected in a child in a homozygous state. According to vital
indications (“off-label use”), the patient was prescribed substrate-reducing therapy with Miglustat. Relief of cholestasis syndrome,
minimal cytolysis syndrome after administering the drug for 1 month may indicate good tolerability and effectiveness of therapy.

Key words: children, Niemann— Pick C disease, perinatal form, cholestasis, Miglustat.

For citation: Rakhmaeva R.F., Sageeva G.l., Artykova N.A., Mingacheva N.R., Danilacva N.M., Kamalova A.A. Perinatal form of Nie-
mann-Pick disease type C on the background of substrate-reducing therapy. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 73-77 (in Russ).
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Humanna—Iluka — penkoe (opdaH-

I ;O)’IeBHB XapaKTepuU3yrueecsa OTIOXECHUEM JIMIIMOOB B pa3jny-
HOG) HaCJICACTBEHHOC 33.60JTCBaHI/Ie, OTHOCAIIC-

HbIX opraHax M TKaHsax [1]. bonresns Humanna—ITuka

€Cd K TIpynne JM30COMHBIX Oosie3Heit HaKOIUJICHUA,

tun C obycnosieHa mytauusamu B reHax NPCI1 u NPC2,
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KOTOpBbIe TIPUBOIAT K HapYIIEHWIO CTPYKTYphl OelKa,
VYACTBYIOIIETO B TPaAHCIIOPTe 3K30TEHHOTO XOJecTe-
puHa. [Tpy 9TOM TPOMCXOIUT HAKOTJIEHHWE XOJIeCTEPUHA,
cuHrOMUENMHA, COUHTO3MHA Y TIIMKOC(HUHTOJIUITUIOB
B pa3JIMYHbIX OpraHax u TKaHsX [2, 3].

Kiaccudpukamnus 00J1e3HN Hwumanna—ITnka
miin C OCHOBBIBAeTCS Ha CpoKax MaHudecTaunu 3a00-
JeBaHUsA. B Hacrosiiee BpeMsl TIPUHSTO BBHIAEIATD Clie-
nytomne (opMbl: MeprHaATalbHasT TIpU 1eOI0Te B BO3-
pacte MeHee 3 Mec, paHHSS MJlaJeHUYecKass — OT 3 MecC
JI0 2 JIeT; TIO3MHSIST MiTafieHYecKast — OT 2 1o 6 JieT; 10Be-
HWIBHasT — OT 6 10 15 JIeT 1 MoApoCTKOBasi/B3pocias —
crapuie 15 ner. Knmanyecku 6one3ns Humanna—ITuka
tun C XapakTepu3yeTcsl BUCLIepaTbHbIMU, HEBPOJIOTHUYE-
CKMMU Y TICUXUYECKUMU HapyliieHusimu [1, 4—7].

CHIOXXHOCTb YCTAHOBJICHUST MUArHO3a TepUHATATbHOM
(opMbI 3TOTO 3a00JIEBAaHMS 3aKITIOYAETCS B HEOOXOTUMO-
CTH TIpOBeIeHUST (D GhEepeHIINATBHOTO TTOMCKa ¢ GOTHIIM
KOJIMYECTBOM COCTOSTHHIA, TIPOSIBIISIIOIIMXCS CHUHIPOMOM
xoJjiecTasa [5, 8]. Bropoii HepellleHHOI 3amaueii B BeIeHUN
TaKMUX OOJTbHBIX SIBJISIETCS MHUIMALIWS CYOCTpaT-peayupy-
Io11Ieli Teparnuu y IeTeil paHHero Bo3pacra [1].

Knunnyeckuii ciayyail. Manbuuk 3 Mec TOCTYITWI
Ha obOcyiefoBaHUe U JieUeHHUE B TeAUaTPUUYECKOE OTIe-
nenne JleTckoil  pecryOJMKAHCKOW — KIIMHUYECKON
OOJILHUIIBI.

M3 anHamMHe30B XU3HU U 3a00JieBaHUSI M3BECTHO,
YTO pebEHOK OT KPOBHOPOACTBEHHOTO Opaka, 1-i1 Gepe-
MEHHOCTH, MpOoTeKaBIlleii Ha (hoHe aHEMUM W TecTall-
OHHOTO caxapHOro nuabeTa, CaMOCTOSITENIBHBIX POJIOB
Ha cpoke 37 Hen. PaHHee M3IMTHE OKOJIOTUIOIHBIX
Box. Ilpm poxnmenum macca 2400 r, poct 48 cM, olleHKa
o mKasie Arnirap 7/8 6annoB. C 1-X CyTOK XU3HU OTMeYa-
JINCh UKTEPUYHOCTDH KOXXHBIX TTIOKPOBOB, OOMIBHOE THOM-
HOe OTaesisieMoe U3 TJa3a. B aHanmn3ax KpoBU BBISIBIIEHA
ruriepounupyonHemMus (251 MKMOIb/JT) 3a CUeT Herpsi-
Moit ppakimu (232 MKMOJIb/JT), YTO paclieHeHO KakK Mpo-
SIBJICHUE KOHBIOTALIMOHHOM KEJITYXU Y HEe3peJIoro HOBO-
poxneHHoro. Ha 4-e cyTku XuU3HUM peOEHOK TepeBe/ieH
B OTJeJIEHUE MATOJOTUH HOBOPOKAECHHBIX C TIPU3HAKAMU
THOMHOTO KOHBIOHKTMBUTA, HapacTaHUEM WKTepUd-
HOCTU KOXHBIX TTOKpOBOB. IlamueHTy Oblla Ha3HaueHa
aHTuOaKTepuaabHasi Teparnusl (aMIMUUIWIIAH/CYIb0aK-
tam). Ha 10-e cyTku xu3HM Ha (hOHE CHMKEHUSI YPOBHS
obmero OwmpyowHa (160 MKMOMB/J) OTMEYasoch
TTOBBIIIIEHWE aKTMBHOCTHU aclapTaTaMUHOTpaHCcdepassl
(AcAT) mo 66 em/n, yTo OBUTO PAacIIEHEHO KaK ITPOSIBIIe-
HHUE TOKCUYECKOTO TermaTuTa Ha (hoHe aHTHOaKTeprab-
HOIi Tepaniy B COUETAHUM C KOHBIOTAIMOHHOMN XKeNTy-
xoii. [TaureHT GBI BBHITTUCAH JOMOM JUTSI IUCITAaHCEPHOTO
HaOJIoeHUs 6e3 najabHeuero oocae10BaHusI.

Jloma MaMa oTMevaJia HeTOCTaTOUHYIO TPUOABKY MaCChI
TeNla, BSUIOCTb, COXPAHSIOIIYIOCST JKEITYIIHOCTh KOXH
¥ B3AyTHE XKUBOTA. B ¢BsI3M ¢ 3TMM Ha 18-e CyTKM XXU3HU
peOEeHOK TTOBTOPHO TOCITUTAIM3UPOBAH B OTIEJIEHHE 1aTo-
JIOTUM HOBOPOXIEHHBIX. OOBEKTUBHO: Ae(PUIIAT MacChl
Tella, CHYUDKEHNE MBIIIEYHOTO TOHYCa, UKTEPUYHOCTDH KOX-

KJINMHUYECKUE CJTYHAU

HBIX TIOKpOBOB U cKJjep. JlabopaTopHO: CHHIPOM XoJIe-
craza — runepomwmpyouHeMust 10 391 MKMOJIb/J 3a CUeT
npsmoit ppakimn (207 MKMob/), 1eaouHas docdarasza
no 2532 e/na, cuHApoM LMToNM3a (aTaHMHAMUHOTPAHC-
depaza — AnAT 43 en/n, AcAT 124 en/n), moBbIllIeHNUE
ypoBHs C-peakTuBHOTO 6enka (17,6 Mr/m).

C mnomo3peHrWeM Ha BHYTPUYTPOOHYIO WH(EKIINIO
OB TIepeBeIeH Ha TPETUI YPOBEHb OKa3aHUST MEIUIIMH-
CKOIT TTOMOIIIM B OTAEJICHNE TTaTOJIOTMU HOBOPOXKIEHHBIX
JleTckoii pecnyO0IMKAaHCKONH KIMHUYECKON OOTBLHUIIE.
Bbuto mipoBeneHo JeueHne: aMOKCUIIMJUTMH + KJlaByJia-
HoBasl KucjaoTa, (uykoHasos, 10%-it pacTBOp ITIOKO3bI
BHYTPMBEHHO, Ha (hOHE KOTOPOTO OTMEUAJIOCh CHIKEHHE
BOCITAJIUTETbHON aKTUBHOCTH KPOBH, OJHAKO CUHIPOMBI
XoJiecTa3a M LMTOJM3a COXPaHSUIUCh (00U OMInpy-
6uH 336 MKMOJIB/JT, TIPSIMOM OMITUPYOUH 173 MKMOJIB/II,
menoyHass ¢docdataza 694 en/n, AnAT — 42 en/m,
AcAT — 137 en/n).

B Bospacte 1 mec mist najnbHei1ero oociaenoBaHus
M Je4eHUs peOeHOK OB MepeBeleH B MeauaTpruIecKoe
otneneHue. OTMevanrch 3aaepkKa (pU3NIeCKOro pa3Bu-
THSI, UKTEPUIHOCTb KOXHBIX TTOKPOBOB C 3€JICHOBATHIM
OTTEHKOM, MBIIIIEYHAsI TUCTOHMS, TUTTOPe(IEKCHST, B3Iy~
THe XKWBOTA, TernaTocIiecHoMeTanus. B aHanmn3ax KpoBu
BBISIBJIEHBI  JISMKOLIMTO3, TPOMOOLIUTOIIEHUSI, TTOBBI-
meHne ypoBHS C-peakTUBHOTO OejlKa, CHHAPOM XOJie-
craza M LUTONM3a (C OTpULIATENIbHOW ITMHAMUKOIA):
o6t OuMupyouH 244 MKMOJIb/JI, TIPSIMOIT OMIIMPYOUH
206 Mxmonb/n, menodHas ¢ocdaraza 383 en/m, AnAT
146 en/n, AcAT 338 en/n. [To naHHBIM YIbTPa3BYKOBOTO
HCCIIEIOBAHUS TEMaTOOMIIMAPHOM CUCTEMbI BBISIBIIEHA
renaTocIyieHOMEraausi: pa3Mepbl MpaBoi MOJM 75 MM,
nieBoit nosn 45 MM, ceneseHku 83%37 mM. Ha hone cumri-
TOMATUYECKOTO JIEYCHUSI YPCOAE30KCUXOJIEBOM KHUC-
JIOTOM OTMeuajach HEKOTopas TOJIOXKHUTENIbHas IUHa-
MUKa U cHIDKeHne aktuBHocTH ANAT no 2,5 pasa BhIlIe
HopMBI, ACAT — 110 6 pa3 BbIllIe HOPMBI.

B Bospacte 1,5 Mec pebeHOK TToyJalr ouepesHoi Kypc
aHTMOaKTepUabHOM Tepanuu (1edoTakcuM/Ccyap0aKkTaM)
B CBSI3M C HapacTaHWEM BOCHAJIUTEbHON aKTUBHOCTU
KPOBH, THIIEpTEpPMUEHA, TTOSIBJICHUEM CJ1a00CTH, BSUTOCTH
n yxymmeHus armetuta. C menbio auddepeHINaIbHON
JIUATHOCTUKKM ObIT TMpOBeleHa ToJMMepa3Hast LermHast
peakius (ITL[P) Ha nuTomMeranoBupycHy MH(MEKINI0 —
TECT TOJIOKUTENbHBIN. Pe6eHOK ObLT POKOHCYIBTUPOBAH
nHpexkmonucroM. Ha ¢doHe Tepanuu (raHauMKIOBUD,
1eoTakcuM/Cysib0akTaM, HOPMaJIbHBIIT MMMYHOTJIOOY-
JIMH 4YeJoBeKa, JEeKCaMETa30H) COCTOSTHME He YITyJIlM-
J10och. JlaHHBIE Ta0OPATOPHBIX MCCAEHOBAHUI yKa3bIBaIN
Ha Te4eHHe TOKCMUYECKOTO TeraTuTa (yBeJIMYeHNEe YPOBHS
TtpaHchepas: ATAT B 4 pasa Bbiiie Hopmbl, ACAT B 7 pasza
BBIIIIE HOPMBI), TIPX TIOBTOPHOM YJIBTPa3BYKOBOM HCCIIE-
JOBaHUW OPraHOB OPIOIIHO TOJIOCTH BBISIBIIEHA CBOOOI-
Hasl KUJKOCTb. ACHIUTHUYECKHUIT CUHIPOM KOHCEPBATUBHO
He KyIupoBayics, ObLT MpOBeIeH JlarapolieHTe3. B quHa-
MHKEe OTMeYaJloch JalbHelIee MporpecCupoBaHre CHH-
npoma mutonusza (AnAT B 17 pa3 Bbiie HOpMbl, AcAT
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B 14 pa3 BbIllie HOPMbI). BbIIM OTMEHEHBI BCE TenaTOTOK-
CUYHBIC TIperaparbl, Ha3HAYeH KOHTPOJIb B IMHAMUKE
32 OMOXMMUYECKMMM TTOKa3aTeISIMU KPOBHU, TTPOJIOJIKAJICS
MpUeM BHYTPb YpPCONIE30KCHUXOJIEBON KHCIOTHI B JTO3U-
poBke 30 Mr/kr/cyt. bblia npoBeaeHa TeaeMenuIIMHCKast
koHcynbTarmst ¢ MeaepanbabiM ieHTpoM HMUAII tpanc-
rtaHronoruy uM. akagemuka B.U. lllymakoBa — mmre-
pPaTMBHBIX TTOKa3aTeei K TpaHCTUTAHTAIIMU He BBISIBIICHO,
PEKOMEHIOBaHO TMHAMUUYECKOe HaOIoIeHHE.

Bo Bpewmst mpeObiBaHUST peOeHKa B MeAMaTPUIECKOM
OTHCJCHUN TIpoBoamIach auddepeHIagbHas Iuar-
HOCTMKa CO CJIeAYIIUMU 3a00J1eBaHUSIMU: JeDULIUT
anbda-1-anturpuncuna (o -aHTuTpUncuH 1,6 /1),
ayTOMMMYHHbIE 3a00JieBaHUS TIeYeHU (aHTUHYKJIeapblii
daktop — AH® < 160), amuHOaMaONaTUN (110 PE3yIhb-
TaTaM MCCJIe0OBaHUSI KPOBU METOJOM TaHAEMHOI Macc-
CTIEKTPOMETPUU, HE BBISBICHO), BUPYCHBIC TEIaTUThI
(HBV-DNA, HCV-RNA He oOHapyXeHbl), CUHIPOM
Anaxwus (mepenHue cpebl ria3a Mpo3padyHbie, peHTre-
HOJIOTMYECKUIT CUMIITOM «0ab0UYKM» He BhIsIBIeH). Pebe-
HOK OCMOTPEH HEBPOJIOTOM, BBISIBJIEHA 3a/Iep>KKa ICUXO0-
MOTOPHOTO pa3BUTHUS (TOJIOBY HE YIEPXKUBAET, HE TYJIUT),
MbIIlIEYHas TUIMOTOHUs. [azomBuUraTeibHBIE Hapylle-
HUsI HE OOHAPYKEHBI.

3arspKHas KeJTyxa 3a CYeT IpSIMOro OuampyOmHa,
OTCYTCTBME Yy peOeHKa axoJIuu CTyja, 3HAYUTEIbHOTO YBe-
JIMYEHUSI aKTMBHOCTU TaMMa-TJIyTaMUJITPaHCIIENTHAa3bI
U1 HOpMaJibHasl BU3yaJu3alysl XKEeTUHOTO Ty3bIpsl PU YiTb-
TPa3BYKOBOM MCCJIEIOBAHUM TENaTOOMIMAPHON CUCTEMBI
MO3BOJIMJIA TMATHOCTUPOBATh BHYTPUIIEUEHOYHBIN XOJIe-
cra3. Ero komMmOuHaluio co cruieHoMeraiauei, rermnarome-
rajiieii 1 HEeBPOJOTMYECKUMU HApYIIEHUSIMU TPOAUK-
TOBaJIM HEOOXOMMMOCTh pacueTa WHIEKCa BEPOSITHOCTU
nurarHosa 6oie3nn Humanna—IIuka tun C, Mo KoTtopomy
MpY pe3yibTaTe 6 6aI0B 1 60J1ee HY>KHO MTPOBOAMTD AUAar-
HOCTHUKY, YTOUHSIIOIIIYIO 3TO 3abosneBaHue (puc. 1) [1, 8].
Pesynbrar y Hatero namueHTta coctaBui 10 6amioB.

Jna  nuddepeHMaibHOR AMATHOCTUKUA  MMEIOIIE-
rocsi y pebeHka CHMHIpoOMa XoJjiecTasa ObLJIO BBIMOJTHEHO
TeHETUYECKOe UCClIeoBaHNEe 52 TEHOB — MaHe b «XO0JIeC-
Ta3bl». BBISIBIEHB M3MEHEHUS] HYKJICOTUIHOW TMOCIENO0-
BaTesbHOCTH B 3K30He 10 rena NPCI. IlnarHo3 0oje3Hb
Humanna—ITnka C BoicokoBepositeH. s Bepuduka-
LIMM TMarHo3a TpoBe/ieHa OMoXMMUYecKasl JUarHOCTUKa
oonesnn Humanna—ITuka tun C — omnpeneneHue KOH-
LIEHTpallMM  JIN30C(UHTOJUIIUIOB, KOTOPOE T0Ka3ajo
YBEJIMUEHUE KOHIIEHTpaluu Jn3ochuHromuenrHa-509
(15,58 MOM mnpu nHopme 0,15-3,7 MOM). Kpome
TOTO, BBISIBJIEHA BBICOKAsi aKTMBHOCTb XWTOTPUO3UIa3bI
B CyxuX TsITHaX KpoBu — 191 Hmonb/u/Ma (Hopma 2,5—
100 umonb/4/mi) [9]. Ha ocHOBaHMM KJIMHUYECKON Kap-
TUHBI, JTJA0OPATOPHBIX, B TOM YUCJI€ MOJIEKYISIpPHO-TEHE-
TUYECKUX, UCCIETOBAaHUI ObLI BBICTABICH KIMHUYECKUIA
nuarHo3: oosiesHb Humanna—ITuka C, mepuHatanbHast
dopma, mytarus B reHe NPCI. XonectaTn4ecKnii rema-
TUT BBICOKOW CTENeHU aKTUBHOCTU. benkoBo-3Hepre-
TUYECKasl HETOCTATOYHOCTh TSDKEJION CTETIeHM CMelllaH-

Hoii atmonornu. [lo MaHHBIM CEKBEHUPOBAHUSI TeHa
NPCI no Cenrepy oOHapyXeHa HYKJICOTHIHasT 3aMeHa
chr18:21131617G>Ay ponuteneit pebeHKa B FeTepO3UTOT-
HOM COCTOSTHUU, ¥ peOeHKa B TOMO3UTOTHOM COCTOSTHUU,
nuarHos3 6ose3nn Humanna—ITuka Tun C moarBepkieH.

B cBsI3M ¢ OTCYTCTBMEM TPOTPECCUPOBAHMSI CHH-
JpOMa XOJIecTasa, TeraToCIyieHOMeTalliK, KyITMpOBaHUEM
aciura peOeHOK OB BBINMMCAH JIOMOW mom HaOJoe-
HUe TIeraTpa Mo MeCTY SKUTEJbCTBA ¢ peKOMEHIAITUSIMUA
O TIPOBEIEHUU TEHETUYECKOTo aHajm3a peOeHKyY, OTIY
n Matepu — cekBeHupoBaHmsl reHa NPCI o CeHrepy,
a TakKe pellieHUsI BOITpoca O Ha3HAUYECHUM CyOCTpaT-pey-
nupytouieit repanuu npernaparom Murnycrat («off-label»,
no peeHuro BpaueoHoit komuccun PIIKB ®I'BAOY BO
PHUMY um. H.W. TTuporosa Munsnpasa Poccun). beiia
MpoBeJicHA HeMpsIMasi 3J1aCTOMETPUST TIEUeHU, TI0 Pe3yJib-
TaTaM KOTOPOM WM3MEHEHMsI JJIaCTUYHOCTU TTeYeHU
He BbIsIBIeHO — FO mo MertaBup (10CTOBEPHOCTh COCTa-
BuiIa 65% c¢ yueToM GecriokoiicTBa pebeHka). Ha ocHo-
BaHWU peIIeHUs BpayeOHONW KOMUCCUU O Ha3HAuYeHUM
JIEKapCTBEHHOTO CPEJICTBA IO MOKA3aHUSIM, He YITOMSHY-
TBIM B UHCTPYKIIMU 10 TIpUMeHeHu1o (off-label), maueHTy
OBIJIO pa3peleHO MPUMEHEHNEe JIEKApCTBEHHOTO CPeaCcTBa
Murnyctar B 1o3e 50 Mr/CyT IJIUTENTBHO.

Tlarment Havaynm moay4yaTh Tipernapar  Muriy-
craT ¢ Bo3pacta 9 Mec. B Bo3pacte 10 mec moctymuir
B TleAMaTpuueckKoe otaesieHre JleTcKoi pecryGimmKaH-
CKOM KJIMHUYECKON OOJBHUIIBI B TIJIAHOBOM ITOPSIIKE
IIJIsT KOHTPOJIBHOTO oOciiemoBaHus. 2KajoObsl HA MOMEHT
MOCTYIJICHUSI: 3aiep’kKa MOTOPHOTO Pa3BUTHS, TUTOXast
npubaBKa MaccChl Teja, yBeJIMUeHHe oObeMa >KUBOTA.
OOBEKTMBHO BBISIBJIEHA TrermaToMeraauss +5 cM HILKe
npaBoii pebepHO# Iyru, cruieHoMmeranusi +7 cMm, Oes-
KOBO-2HEpreTUUecKass HeJIOCTaTOYHOCTb  YMEPEHHOM
CTETNeHW, HU3KOPOCIOCTh: UIMHA Tela 66 ¢cM — Z-SC
JUTMHBI Teia K Bo3pacty (—3,18), macca tema 6,6 kr —
Z-SC Macchl Tejla K Bo3pacty (—2,97). HeBponornuecku
orpenessaiaach 3aIepKKa TICUXOMOTOPHOTO Pa3BUTUS —
peOGeHOK CaMOCTOSITENIbHO He CUAWT, He BCTaeT, Iepe-
JBUTAETCS MepeKaTaMu, pyKaMU TIPeaIMEThI YIePXKUBAET,
MepeKIaabiBacT U3 PyK B PYKH, IITUTIKOBOTO 3aXBaTa HET;
yneibaeTcs, muddepeHInpyeT CBOMX M UyXKUX, Jopede-
Boe pas3BuTHe — JiereT ¢ 10 Mec; yKa3aTeJbHOTO XecTa
HeT. CO CTOPOHBI YepemHbIX HEPBOB 03 TMATOJOTUH.
MpelleyHasi TUTIOTOHUSI YMEpeHHasi, oropa KpaTKo-
BpeMeHHas ¢ ucrouieHueM. 1o JaHHBIM JTaGOPaTOPHBIX
HCCIIeIOBaHUIA OTMEYAIOCh N30JIMPOBAHHOE TTOBBILIIEHHE
ypoBHS AcAT 1o 64 En/n. TTo naHHBIM yIbTPa3ByKOBOTO
WCCIIeIOBaHUS: TeraTOMETaIusI — yBeJWYeHUe TPaBoii
nonu 10 90 MM, J1eBo¥ 1011 10 49 MM; CTUIeHOMeranus —
115%58 MM; 110 MpaBOMYy OOKOBOMY KaHaly BU3YyaJIM3U-
poBajiach CBOOOIHAS KUIAKOCTh cjioeM 3,0 MM, B 001acTH
Majoro taza oovemoM 2,0 cm®. Ilpm MarHuUTHO-pe3o-
HaHCHOW TOMOTpa(uy TOJIOBHOTO MO3Ta BBISIBIEHBI TIPHU-
3HAKW HapylIeHUs MUETWHU3AIMU Oeoro BellecTBa
MOJyIIapuii TOJIOBHOTO MO3Ta, MOAO03peHNe Ha KOPKO-
BYIO aTpO(MUIO MOJYIIapUii TOJJOBHOTO MO3Ta ¢ 3aMeCTH -
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Puc. 1. Pacuer nnaekca BEPOATHOCTH IUArHO3a oose3nn Humanna—ITuka Y nanueHTa B COOTBETCTBUU € AJITOPUTMOM KJIMHUYECKUX

pekomeHpanuii mo 6o0Je3nn Humanna—Iuka C.

Fig. 1. Calculation of the probability index of Niemann—Pick disease diagnosis in a patient according to the algorithm of clinical rec-

ommendations for Niemann—Pick disease C.

TEeJIbHOW HapyXKHOU ruapoliedanueil, armia3us BaaudKa
MO30JIMCTOTO Tefia (puc. 2).

IIpu snexkTposHuedanorpadpun snuienTudopmHast
aKTUBHOCTb He 3apeructpupoBaHa. [lanueHT BbIMCaH
IOMOI ¢ PEeKOMEHJALUSIMU TIPOJOIKUTH TIpUeM CyO0-
cTpaT-peayluMpyollei Tepanuu npenapatom Muriycrar
eXeHeBHO B no3e 50 Mr/cyT, rpremMa BHYTPb M30Kajlo-
puitHOI 1eyeOHO cMecH, a TaKXkKe CHUMITTOMaTUYeCKOM
Teparnuu: YPCONE30KCUXOJIEBOW KHUCIOTHI, XOJeKab-
mudepoiia, Tokodeposa; JIeBOKApHUTUHA, yOumeKape-
HOHa — KypcaMM.

0OO6cyxaeHue

IlpencraBieHHbI KIMHUYECKUI ClIydyail JIeMOH-
CTPUpYeT CJIOXHBIM TyTh TIOCTAHOBKM JMAarHo3a
oosnesun Humanna—Iluka tnna C npu ero maHude-
crallud B TPyIHOM Bo3pacre. Tak, ManueHTy MpOBO-
nuiicst nuddepeHIManbHblii AMarHo3 € TOKCUYECKUM
JIGKApCTBEHHBIM TernaTUTOM, WH(MEKIIMOHHBIM Trera-

TUTOM, OOYCJIOBJIEHHBIM BHYTPUYTPOOHOW IIMTOME-
raJIoOBUpPYCHON  uHekuuen, aeduiutom anbda-1-
AHTUTPUIICUHA, AYTOUMMYHHBIMU  3a00JIeBaHUSIMMU,

aMMHOAIMAONATUSIMKA, BUPYCHBIMU TeIaTUTAMM, CHH-
IpoMoM Anaxuinsg. B nurepatype umMeeTcs omnmca-
HUE KJIMHUYECKOTO HaOIIomeHUsT pedeHKa ¢ 00JIe3HbBIO
Humanna—ITuka tunm C u BpOXIEHHOW IIUTOMErajio-
BupycHoil uHekuuenr [10]. CnoxHocTs auddepeH-
LIMAJIBHOTO JWAarHo3a 3TUX 3a00JIeBaHU 3aKJTFOUaeTCst
B CXOKMX OpTaHaX-MHUIIEHSX, TP 3TOM COUETaHHUEe IBYX
3a0o0eBaHMil y pebeHKa He uckiodaeTcs. KimoueBbIM
JMMarHOCTUYECKUM MCCIeTOBAaHUEM CTaJl TeHETUYEeCKUI

Puc. 2. MarHUTHO-Pe30HAHCHAS] TOMOTPAMMA IOJIOBHOTO MO3Ta
namuenTa 10 mec ¢ 6ose3nbio Humanna—ITuka C.

Fig. 2. MRI of the brain of a 10-month-old patient with Nie-
mann—Pick type C.

aHaju3 Ha naHenb «XoJjecraswsl» [11]. buoxumuyeckast
MUATHOCTUKA C OIpeAesieHueM KOHIEHTpPAIMKU JIM30
C(OUHTOJIUTIUIOB TIO3BOJIIIA OTPEACIUTh TUIT OOJIE3HU
Humanna—Iluka, a cexkBeHupoBaHue reHa NPCI
o CeHrepy — OINpeAeaUTb TUTT MyTallid 1 €r0 TOMO3M-
TOTHOE COCTOSTHME B reHOTUIIe y nauueHTa. Heodbxommumo
OTMETHUTh, YTO UIMTEILHOCTh HAOIIONEHUST TAllMeHTOB
0 yCTaHOBJIEHMsT AuarHo3a Ooje3num Humanna—Iluka
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tun C MOXeT OBbITh pa3HOW B 3aBUCHMOCTU OT TI€pU-
ona MaHu@decTalu 1, 1O JaHHBIM JIUTePATyPhl, MOXET
COCTaBIISITh OT 4—7 JIeT B IETCKOM BO3pacTe M0 JIeCSTKOB
JIET TIpu MaHUbeCcTalMyi BO B3pOCJIOM Bo3pacTe [6].

IIpu nebiooTe B mepuHATAIBLHOM IEPUOJIE, COTIACHO
JNAHHBIM JINTEPATyphl, XapaKTepHO TpeBaJIMpOBaHUE
BUCIEPAIbHOM CHUMIITOMATUKU HaJ HEBPOJOTUYECKOI,
YTO YyKa3blBaeT Ha HEOOXOJAMMOCTb CBOEBPEMEHHOTO
U THIaTeJbHOTO IuddepeHIInaTbHO-TMarHOCTUYECKOTO
MoucKa cpenu 3abosieBaHU, COTTPOBOXIAIOIIMXCS CUH-
npoMoM xosiectaza. OmHAKO y MpeacTaBIeHHOrO0 HaMu
MalyeHTa OTMEYaJMCh W HEBPOJOTUYECKHME Hapyle-
HUSI, a UMEHHO 3ajiepkKa TICUXOMOTOPHOTO Pa3BUTHSI,
MBIIIIEYHAsT TUMOTOHMS. [Ip¥ MarHUTHO-pEe30HAHCHOM
TOMOTpau TOJOBHOTO MO3ra ObUTM BBISIBJIEHBI Xapak-
TepHbIe MPU3HAKKU HeWpoaereHepaTUBHOTO 3aboJieBa-
Hus — Oone3nm Humanna—Iluka tunm C. Pemrennem
BpayeOHOM KOMMCCUU TIO JKMU3HEHHBIM TTOKa3aHUSIM
MalMeHTy ObUIO Ha3HAYEHO TMaTOTeHETUYECKOe JICUeHHe.
ITo maHHBIM TOCTYITHOM JUTEPATYPhI, OMTMCAHBI eIMHIY-
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Kongpauxm unmepecos:

Asmopbt danHoll cmambu h0OmMeepoUlU OMcymcmeue KoH-
(aukma unmepecos u PUHaAHCOB0I NOAOEPIHCKU, O KOMOPbIX
HEoOx00UMO cooouUme.

HbIe clydau HazHauyeHus Muriycrata B MJIaJeHYECKOM
Bospacte [12]. CorracHO KITMHUYECKUM PEKOMEHIALISIM
BUIUMBIM TIOJIOXUTEbHBI KIMHUYECKU pe3yJbTaT
y maneHToB ¢ 6ose3Hbl0 Humanna—ITnka tun C moxeT
HabmomaTbes yepe3 6 Mec — 1 Toa Tociie Ha3HAYeHUs
nperapata Muriyctat. OmHaKO TIepBBIE pPe3YJIbTaTh
MPUMEHEHHMS Y TIPEICTAaBJICHHOTO MallieHTa MO3BOJISIOT
TOBOPUTH 00 YIOBJIETBOPUTEIBHON TEPEHOCMMOCTH
nperapata M KJIMHUKO-JTa0OpaTOPHOM KyMUPOBAHUU
CHHIpOMa XOJlecTa3a, COXpaHEHWU JIUIIb WU30JUPOBaH-
HOTO TMOBBILIEHNST YPOBHS acrapTaTaMUHOTpaHCc(epas3bl
B 1,5 pa3a Bblllie HOPMBI.

3aknovyeHue

IpencraBieHHOE KIMHUYECKOE HAOTIONEHUE IEMOH-
CTPUPYET, UTO MALIMEHTHI ¢ 60Jie3Hbi0 HuManna—ITvka timt
C MIaigHYeCKOro Bo3pacTa HyXXIAIOTCs B OKa3aHWM KBa-
JMOUIIMPOBAHHONW MEIUIIMHCKON TMOMOIIM KaK Ha 3Tare
YCTaHOBJIEHWS IMarHO3a, TaK ¥ MPY MHULIMALIMK TTaTOTeHe-
TUYECKOTO JISYeHUSI TI0 TToKa3aHusIM «off label».
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KJINMHUYECKUE CJTYHAU

Curyuaii repnetiudpopmuoii 3k3embl Kanomm y pedenka 4 mec

I'.P. ®amkynauna’, B.A. Anoxun!, @.M. Caguna’, I1.H. Emenvanosa’, T.K. Baxmueysuna?,
A.M. Cabumosa’

'Dre0y BO «KasaHckumii rocyAapCTBEHHbI MEAMLIMHCKUIA YyHUBepcuTeT» MuHagpasa Poccun, KasaHe, Poccus;
2TAY3 «PecnybnvkaHckas knmHmu4eckas HdekumoHHas 6osbHMLa M. npodeccopa A.d. AradpoHoBa», MMH3apasa
Pecnybnuku TatapcTtaH, KazaHb, Poccus

A case of Kaposi’s varicelliform eruption in a 4-month-old child

G.R. Fatkullina', V.A. Anokhin’, F.M. Safina?, P.N. Emel’yanova?, T.K. Bakhtiguzina?,
A.M. Sabitova’

'Kazan State Medical University, Kazan, Russia;
2Agafonov Republican Clinical Infectious Diseases Hospital, Kazan, Russia

O0men3BecTHO, YTO TeprecBHPYChl 00J1/1aI0T NMAHTPOMHOCTbIO, COOTBETCTBEHHO repneTHyecKue MHGEKIMN OTIMYAITCA PAa3HO-
00pa3Hoii KIMHMYecKoi KapTuHoii. Hepenko oHuM 13 NpPOsIBJIEHUIA reprieTHYECKUX HO30JI0THiA CIYKUT CMHIPOM dK3aHTeMbl. Tpa-
JTMIIMOHHO 3TO BE3UKYJI€3HAsI Chillb, BO3HUKAOIIAS NP HHOUIMPOBAHNN BUPYCOM MPOCTOIO repneca, 3aHMMAIONIAs OTPAHNYEHHbIN
apeoJi, OIHAKO BbICHIIAHUS MOTYT ObITh COBEPIIEHHO Pa3HOOOPA3HBIMHU 110 XapPAKTePy, KOJIMIECTBY, JoKau3aunu. B craTee pac-
CMOTpPEH PeAKHil BADHAHT reprneTnyeckoil mHdeKnun, noTyynBUInii Ha3Banue «repnetudopmuas sxk3ema Kanomm (repnernyeckas
3K3eMa)», Wik «Bapuomdopmusiii myctyie3 KOmycoepra—Kanomm», oTimyanmuiics TsS2KeCThI0 KIMHUYECKUX MPOSIBJICHHUIA, 4aCTO
HeOIAroNPUATHBIM HCXOI0M, TPYIHOCTSIMH B IMATHOCTHKE U JedeHun. IIpencrasiensl poTonoKymMeHTbl JTMHAMUKH HH(EKIMOHHOrO
npolecca Ha KoxKe 1 J1a00opaTopHbIX MoKa3areeii Ha ¢poHe MPOTUBOBUPYCHOI Tepanuu.

Karoueevte caosa: demu, eepneceupycul, cepnemugopmuas sx3ema Kanowu, aumgadenonamus, cnaeHomeeanus.

Ans yntupoBauns: datkynnuHa I.P., AHoxuH B.A., CagpuHa ®.M., EmenbsiHoBa [1.H., baxturysuHa T.K., CabutoBa A.M. Cny4aii rep-
netngopmHoii ak3embl Kanowwm y pebeHka 4 mec. Poc BectH nepuHaton n neaunarp 2023; 68:(5): 78-84. DOI: 10.21508/1027-4065—-
2023-68-5-78-84

It is well known that herpesviruses are pantropic, hence herpetic infections are characterized by a diverse clinical pattern. Often one
of the syndromes of various «herpetic nosologic forms» is the exanthema syndrome. Traditionally, this is a vesicular rash accompa-
nying the infection caused by herpes simplex virus, which occupies a fairly limited area, but the rashes can be completely different
in nature, quantity, and localization. The article discusses a relatively rare variant of herpetic infection, called: Kaposi’s varicelliform
eruption (eczema herpeticum), or Kaposi—Juliusberg varioliform pustulosis, characterized by the severity of clinical manifestations,
often an unfavorable outcome, diagnostic and therapeutic difficulties. Photo documents of the dynamics of the skin process and labo-
ratory parameters against the background of antiviral therapy are presented.

Key words: children, herpesviruses, Kaposi’s varicelliform eruption, lymphadenopathy, splenomegaly.

For citation: Fatkullina G.R., Anokhin V.A., Safina F.M., Emel’vanova P.N., Bahtiguzina A.M., Sabitova A.M. A case of Kaposi’s eczema her-
petiformis in a 4-month-old child. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 78-84 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-78-84
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MHoroneTHee n3ydeHne BUPYCOB cemeiictBa Her-
A)_Ipec A KOppeCnOHACHINU: (DaTKyJ'lIIl/IHa Fy3enb pOaJ'[bLlOBHa — K.M.H.,

pesviridae n HaOMoOIeHUS 32 UH(PUIIMPOBAHHBIMU
VMU JTIOIBMH CTTIOCOOCTBOBAIM TTOHUMAHUIO TTOOATBHOM
posu reprietnyeckoir mHpekuun [1-9]. DTo mpexne
BCEro TaK Ha3bIBaeMble PEKYPPEHTHBIE PECITUpPaTOPHBIE
3a001eBaHUsI, PELUANBUPYIOIINIA BapuaHT XpOHUYE-
CcKoro WH(DEKIIMOHHOTO TIporiecca B (opMe MOHOHY-
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Caduna Ounanus Myxamer3akueBHa — Bpau-MHGEKIIMOHUCT, 3aB. OOKCUPO-
BaHHbBIM oTaeneHreM Ne2 PecryOGamMKaHCKOM KIMHMYECKON MHGMEKIIMOHHON
GosibHULIBI UM. Tipodeccopa A.D. AradoHoBa,

EmenbsiHoBa [MonnHa HukosnaeBHa — 3aM. IJ1. Bpaya 1o je4eoHoii pabote Pec-
MyOJMKAHCKON KIMHUYECKONH MHGEKUMOHHOM OOJLHULIBI MM. rpodeccopa
A.®. AradoHoBa,

Baxrurysuna Tanzens KabaynioBHa — Bpau-MHGEKIIMOHUCT OOKCUPOBAHHO-
ro otnesieHust Ne2 PecryOIMKaHCKOM KITMHUYECKOM MHGMEKIIMOHHOI 6OTbHMU-
bl uM. ripodeccopa A.D. AradoHoBsa,

420140 Kazaub, [Tpocniekt [MoGemst, 1. 83

KJeo3a W/WJIM MOHOHYKJIEO30TIOO0OHOTO CHHIpOMA,
MEePCUCTUPYIOMMNIA cyOodeOpmmuTeT, AMM@aaecHOATUN
n T.0. [3]. boiee Toro, megmarpamM 4acTo TPUXOIUTCS
WMETh JEJI0 C Pa3HBIMU BapMaHTaMU BBICHITIAHMIA, TakK
WIM WHaye acCOLUMUPOBAHHBIMU C TepIreTUYECKUMU
nHdexkuusmu [2, 3]. B craTbe paccMOTpeH KIMHUYE-
CKMI clyyall CpaBHMTEJIbHO PEIKOro BapuaHTa reprie-
TUYECKOU B3K3aHTeMbl Y pebeHka 4 Mec, TMOJTy4YMBILIETO
Ha3BaHue «repreTugopmHas sk3ema Kamomm (Bapuo-
nodopmHbIi myctyne3 KOnmycoepra—Karmomm)», npen-
CTaBJISIIOILIETO TPYTHOCTH 1151 AuarHoctuku [10].
I'epnetudopmuag sk3ema Kamomm psmgoM aBTO-
pPOB paccMaTpuBaeTcsl Kak OCJIIOXKHEHNWE XPOHMYECKUX
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Damkyaauna I'.P. u coasm. Ciyyaii reprieTudopMHOI ak3eMbl Karmormu y pebeHka 4 Mec

IIepMaTo30B y JeTeil paHHero Bo3pacTa, MpU KOTO-
PBIX (POPMUPYIOTCST 3PO3UBHO-SI3BEHHBIE TOPaXKEHUS
KOXM, CIPOBOLIMPOBAHHBIE BHUPYCOM IIPOCTOTO Tep-
neca [11]. JIumb eaMHUYHBIE COOOIIEHUS KacarwTcs
ciiyqaeB ak3embl Kamomm y crapmux nereid, moj-
POCTKOB M B3pOCJBIX C UMMYHOAEMPUIIUTHBIMUA COCTO-
ssHUsIMU. 3aboJieBaHUEe BrepBble omucaHo B 1887 T.
BeHrepckum paepmatosiorom M. Kamommu. B 1898 r.
®. IOnuycGepr ommcan CXOXYIO KIMHUYECKYIO Kap-
THHY, BO3HUKAIOIIYIO KaK TIPU TeprIeTUIecKoi nH(peK-
LIMW, TaK U B OTBET Ha BAKIIMHY OT HATYypaJIbHOM OCITHI.
JlokazaHo, 4TO TPUUYMHOI B 000OMX citydasix ObLT BUPYC
MIPOCTOTO Teprieca, a IaTOJOTUM ObIIU OObeIMHEHBI
Moj OOIIMM Ha3BaHMEM «TrepreThudOopMHas 3K3eMa
Kamomm». B 95% cnyuyaeB repnetudopMHas 3K3ema
Kamomm nuarHocTupyeTrcss y neTeid ¢ aTONMUYEeCKUM
NIepMaTUTOM, PeXe ¢ APYrUMU jJepmaTo3amu. 3adosie-
BaHUeE Yallle perucTpUpyeTcsl MO3AHEeH OCEHbIO, 3UMOM
u paHHe# BecHoii. ['epnietndopmHas sk3zema Kamoru
CTIpaBeUIMBO CUMTAETCS ONHOW M3 HamboJjiee TSIKeIbIX
(dopM MHOEKINIA, BBI3BAHHBIX BUPYCOM TTPOCTOTO Tep-
neca 1-ro tuna, pexxe — 2-ro tuna (BIII'-1, 2). boneiot
B OCHOBHOM JIeTH B BO3pacTe OT 6 MeC J0 2 JieT, TTUK
3a00J1eBa€MOCTH TIPUXOAUTCSI Ha BO3pacT 7 Mec —
1,5 roma. Cuuraercst, 4To TiepBhle 6 Mec pebeHKa
«3alIMIIAI0T» aHTUTeNa, TMOJYyYeHHbIe OT MaTepu
TpaHCIJIalleHTapHO. I'epnietucpopmHast 9K3eMa
Karmomm vanie Bo3HMKaeT y aeTeil ¢ TaK Ha3bIBaeMbIM
paHHUM aTOMWYECKUM JEPMATUTOM, pPa3BUBIIMMCS
B niepBhie 8 Hel ku3HU. OOBIYHO 3TO MEpPBUYHAS Tep-
netnyeckas nHekuua [12—20]. B rpynny pucka BXo-
ST MJIANEHIIbl, HaXoAsIIuecss Ha WCKYCCTBEHHOM
BCKapMJIMBAaHUM WJIM TOJyYalollde TJIOKOKOPTUKO-
WOl 1 UMMYHOCYTIpECCUBHBIE TIpernapathl. McToyHm-
KOM MH}EKIINU OOBIYHO CIIYKUT YeJIOBEK U3 OJIMKHETO
oKpyxXeHUs pebeHKa. Ellle 10 mosiBieHus XapaKTepHbIX
BBICHITTIAHUI Ha KOXE€ U CJIM3UCTHIX 000JI0UKaX BO3MO-
JK€H KOPOTKMI MPOAPOMAbHBIA TEpHOa TPOIOJIKU-
TETBHOCTBIO 10 3 CYT B BUIE OOIIeil cl1ab0CTH, COHJIN -
BOCTU U BsiiocTu pebeHka. [locie 3Toro mosiBasiorcs
TUIMTUYHBIE CUMIITOMbBI OCHOBHOI'O 3a00JieBaHMs: 3Ha-
YUTEIBbHO YXyAllaeTcsi oOlllee COCTOSIHWE, TOBbIIIA-
eTcsl Temrepartypa Tena. [IpakTuyecku oqHOBPEMEHHO
C OOIIETOKCUYECKUMU TIPOSIBICHUSIMU  TTOSTBIISTIOTCST
KOXHBbIE BbIChITIaHUSI. ChITIb B OCHOBHOM JIOKQJIM3YETCSI
Ha JINle, BOJOCUCTON YaCTU TOJIOBBI, KUCTSIX W TPEJ-
rieubsx. Pexke mopaxawTcsl CTOIbI, STOAUIIBI U TYJIO-
Buiie. Ha (oHe TsSKenbiX XpOHUYECKUX NepMaTo30B
CBITIb MOXXET PacIpoCTpaHsThCS MO BceMmy Teny. Ilep-
BUYHO Ha (DOHE MoabeMa TeMIepaTyphl TeJla BO3MOXHbI
OTEYHOCTh M dpuUTeMa Koxu auiia. Crycta 8—15 9 mipo-
SIBJISIIOTCSL  TAITyJibl, OBICTPO TpaHC(hOPMUPYIOIIMECs
B BE3UKYJIbl M IYCTYJbl. DIEMEHTBHl UMEIOT OKPYIJIYIO
¢opMy, BHICTYNAIOT HaJl YpPOBHEM IMPUJIETAIONINX KOX-
HBIX TTOKPOBOB, B IIEHTpe UMeIOT yriryoiaeHue. OT okpy-
JKarolel KOXW OHU OTIeJeHbl BAaTMKOM BOCITaJIEHHOTO
snuaepMuca. BoIchiliaHMsI, Kak TpaBUJIO, OOMJILHBIE,

00BbeIMHEHBI B TPYIIIBI, PEIKO PACIpPOCTPaHEHBI TUD-
¢y3Ho. Ha nuiie chittb cmuBaeTcst, GOpMUPYsT KPYITHBIE
oyaru, 4acTto comnpoBoxmnaercs 3yaom. Ilo mepe pas-
BUTHS KOXHBIX DJIEMEHTOB TPOUCXOIUT M WX CITOH-
TaHHOe BCKpHITHe. Ha MecTe BE3WKya WM ITyCTYI
(GOpMUPYIOTCSA 3PO3UH, CKIOHHBIE K KPOBOTOUMBOCTH
W CIUSHUIO, B pe3ysbTaTe 4ero o0pas3yloTcsl OOJbIIne
MopaXeHHbIe YYAaCTKM, TOKPBLIBAIOIIMECS B TTOCTEAY-
oleM TemMopparnueckoir kopkoit. Cnycrst 1—2 Hen
KOPKHM OTITamaiT, TeMIepaTypa Tejla HOPMallu3yeTcs.
OO0111as1 MpOAOJIKUTEbHOCTh 3a00JIeBaHUS 10 3 He.
PeunnnBbEl BO3MOXHBI, OOBIYHO MPOTEKAIOT JETKO,
obIee COCTOSTHUE OOJBHOTO TPU 3TOM He CTpanmaert.
VY oTAeNbHBIX TAIIMEHTOB BO3MOXHA IUapest, OIMMCaHbl
THOWHBIE OTHUTBI, MHUOAEPMUS, cericuc. JleTaabHOCTh
MPU TaAKUX OCJOXKHEHUIX 10XoauT 10 15% [10—12].

IMpuBoIMM omNMcaHWEe HAXOMWBIIETOCS ITOA HAIIUM
HabOMoIeHNeM TallMeHTa C TeprneTUMOpPMHONM 3K3e-
moit  Karomm, accolimMpoBaHHOI C TeprieTuYecKon
WHGEKIIUENn.

Knunnyeckuii cayyaii. Manbuuk B Bo3pacTe 3 Mec
29 nHeit moctynua B PecnyOnMKaHCKYIO KJIMHUYECKYIO
nHdeKIMoHHY0 OosbHUILY ¢ AuarHo3oM: «Kops? ITuo-
nepmus? AiepronepmMaros?».

Anammues cuzHu. PebeHOK oT 1-ii GepeMeHHOCTH,
1-x ponoB Ha cpoke 38 Hen. Macca Tena mpu poxnie-
Hum 3800 1; Ha rPyTHOM BCKapMJIMBaHUM T10 HACTOSIIIIEE
BpeMs. [lepron HOBOPOXKIEHHOCTH MpPOTEeKal 6e3 0co-
o6eHHocTelt. B Bo3pacte 1,5 Mec y pebeHKa oTMeYalIuch
BIIEPBBIE TIPOSIBJIEHUST aTOTTMYECKOTO IepMaTUTa, OBICTPO
pacrpoCcTpaHUBIIETocsl Ha KOHEUYHOCTH W TYJIOBMIIIE.
ITo pexomMeHAaUVsSIM ajjieproyiora MPUHUMAIA aHTHU-
TUCTAaMUHHBIE TIperapaThl, MECTHYIO Teparuio dMOJeH-
TaMU C YaCTUYHO TOJOXUTETbHBIM 3(PdEeKTOM, OTHAKO
MOJTHOM peMUCCHUU JOCTUYb HE yIAI0Ch. BaKIIMHMpOBaH
tonbko BLIZK n ot rematura B.

Anamues 3abonesanusi. 3abojiell OCTPO C TIOOL-
eMa TeMmmepatypbl Teiqa go 37,3 °C, cram Karpus-
HBIM, BSUIBIM, OcCIOKOMHBIM. C TIepBBIX YacoB
3a00JieBaHUS MaTh pebeHKa 3aMeTuia TOsSBJIeHUE
BBICBHITAHWI Ha KOXe BOJIOCUCTOM YaCTH TOJIOBBI B BUJIE
manyal W MEJKUX BE3WKYJ, HAIOJHEHHBIX CEepO3HOM
KUIKOCTBIO. B mocienyioineM ChIIb pacipocTpaHu-
Jlach, YBEJIWYMIIUCH pa3Mepbl OTIEIbHBIX 3JIEMEH-
ToB. Uepe3 HECKOJIBKO YacOB Ha BOJOCUCTON YacTh
TOJIOBBI, JIMIlE, VIIHBIX paKOBWHAX, Ie€e ChIMb CTajia
OOMJILHOM B BHMIE CTPYMIUPOBAHHBIX BE3UKYJ, TeM-
neparypa Teja mnonHsiack mo 38,4 °C. Ha 2-e cytkm
OT Hauajia 3aboJieBaHUSI peOEHOK BSJIBII, TeMIiepa-
typa Tena 38,9 °C, Ha BOJIOCUCTOM 4YacTU TOJIOBHI,
JIAIE, 1llee, BepXHEW YacTW TYJIOBUINA CBIMb CIWBHAsI
(Tammyel, BEe3UKYIbI, TTyCTYJbI, KOpKHU). Ha ciam3ucThbix
000J104KaxX CHIMIKM He OBLIO. YYacCTKOBBIM TeIUATPOM,
BBI3BaHHBIM Ha JOM, pebeHOK HampaBieH B Pecrmy-
OJIMKAHCKYIO KIWHWYECKYI0O WHMEKIMOHHYIO 00Jb-
Huiy uM. nipod. A.®D. AracdonHosa 1. Kazanu ¢ auar-
Ho30M «Kopn? I[Mnonepmus? AmrepromepmMaTos?».
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KJINMHUYECKUE CJTYHAU

Tabauya 1. Pe3yabTaThl MCCII€I0BAHMIA, TPOBEIAEHHBIX B 1-€ CYTKH MoCJIe rocnuTanau3anun (2-i 1eHb 00/1e3H1)
Table 1. The results of studies conducted on the first day after hospitalization

Hccaenoanue

Pesyabrat

AHanu3 nepudeprnyecKoil KpoBu

JleiikonuTo3, aOCOMIOTHBIM U OTHOCUTEIbHBIN MOHOLIMTO3, HEUTPODU-
Jie3, HE3HAYMTEIbHOE MOBBIIIEHUE YPOBHS TeMOTJI00MHA

AcnapTtaTaMuHoTpaHchepasa, aTaHnHaMUHOTpaHCcdhepasa, mea0IHast

Buoxumuueckuii aHaiu3 KpoBu

docdarasa, TakTaTaETMIPOTeHA3a, OMIUPYOMH OOIIMIA M IIPSIMOIA, TJTIO-

KO3a B IpejieJiax BO3paCTHOM HOPMBbI

TToBebiieHre ypoBHs1 C-peaKTMBHOTO OeiKa B 5 pa3 BbIIlIe HOPMBI,

Mapkepbl BOCIATIEHUST

Bakrtepuonornyeckuii moceB ¢ KOXU (C Hau-
OOJIBIIIETO CKOTUICHUST BHICHITIAHMIA)

Ceposiornueckoe uccienoBanue Ha [gM
K BUpycy Kopu MetonoM MDA

Ma3sok u3 Hocorntotku Ha PHK Bupyca kopu
metonoMm ITLIP

Maszok u3 Hocorstotku Ha PHK SARS-Cov-2
Kposb Ha BUY, BUpycHbIe renaTuThl, CU(UINC

Wccnenosanue KpOBHU, MO4YHX Ha CTCPUIIbHOCTb

aHTUCTPENTOIN3UH-O, peBMaTOUIHBIN (hakTop, heppuTUH — B Mpee-
JIaX HOPMBI

Brinenen S. aureus 10° KOE/mn
He o6HapyxeHbl

PHK Bupyca kopu He 0OHapyKeHa

PHK SARS-Cov-2 He oGHapyXeHa
PesynbraT — OTpHIIATEIbHBIMI

Pocra Mukpodrops! He BHISIBIIEH

Tpumenanue. UPA — ummyHodpepMeHTHBII aHanu3; [TL[P — monuMepasHas LiermHasi peakius.

Dnudemuonoeuveckuii  anamues. PeOEHOK TOCTY-
nmui1 Ha 15-i 1eHb KOHTakTa mo Kopu. 3a npeaeinsl PD,
Pecniyonukm TatapctaH He Bble3xasd. 3a 2 Hel 10 BO3-
HUKHOBEHMsI HACTOSIIIIETO 3a00JIeBaHMs Y OTIIa peOeHKa
ObUTIM TIposIBNICHUS herpes labialis.

Obsexmuenvie napamempv. Ha MOMEHM HNepPeU1H020
ocmompa 6 omoenenuu (2-it denvb 601e3HU, 2-1i OeHb IK3AH-
membt). OOIIEEe COCTOSTHUE CPEeNHEe TSKEeCTH 3a CUeT
WHTOKCUKAILIMU, BBIpAaXXeHHON 5K3aHTeMbI. BbIchma-
HUS Ha KOXe BOJIOCHCTOM YacTW TOJIOBHI, JWIA, LIeH
OOWJIbHBIE, MPEICTABISIIM COO0M MacCCHUBHBIE CKOTLIE-

—

HUS KOpOdYeK, Be3WKyJ, mamyid. MecTtamu TpelivuHBI,
KPYMHbBIE YYaCTKU 3PO3UBHBIX MOKHYIIIMX TIOJE TTOCIIe
OTIMANECHUST TOJICTBIX KOPOK Ha (hOHE THUMEPEMUPO-
BaHHOM, OTe4YHOM, cyxoii koxu (puc. 1). B BepxHei
YyacTu TYJOBMIIA, Ha TIPOKCUMAJIbHBIX OTAENaX PYyK
U Ha KUCTSX 3JIEMEHTBI MSTHUCTO-MAIYJIE3HOTO U BE3U-
KyJie3HOro XxapakTepa. JIuio OOJbHOTO OAYTJIOBATO,
32 CYET ITOrO MIa3Hble HIeJU CYXeHbl, Ha JOy, MoJ-
0opojKe, JIEBOM IeKe IMarysibl, KOpouku. M3mMeHeHusI
B POTOIJIOTKE COOTBETCTBOBAIN KJIMHUYECKON KapTUHE
KarapasbHoro dapuHrurta. OcTtajibHble BUIMMBIC CIIH-

Puc. 1. MaccuBHbIe KOPOYKHM, TPEIIMHBI, KPYNMHbIe YYACTKH IPO3UBHBIX MOKHYHIMX MOJI€i
Ha ¢)oHe runepeMIupoOBaHHOI, OTE€YHOI, CyX0ii KOXKH (2) U B 00JIACTH BOJIOCHCTOM YACTH T0JIOBBI,

YUIHbIX paKoBuH (0).

Fig. 1. Massive crusts, cracks, large areas of erosive weeping fields against the background of hy-
peremic, edematous, dry skin (a) and in the scalp, auricles (0).
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Tabauya 2. Pe3yabTaThl MCCJI€I0BAHMIA, TPOBEAECHHBIX B IMHAMMKE MPOLECCA C YU€TOM KOPPEKIMH TUArHO3a B 4-ii IeHb mocJie

rocnuTaauanuu (5-i aeHb 00J1e3H1)

Table 2. The results of studies conducted in the dynamics of the process, taking into account the correction of the diagnosis during

hospitalization

Hccaenosanune

PesyabTaT

AHanu3 nepudepruyecKoil KpoBu

Buoxumuueckuii aHanu3 KpoBU

Mapkepbl BoCTIaJIeHUS

CepoJjiornyeckoe nuccjaenoBanne Ha IgM,
IgG k Bupycy npoctoro repreca (BIII-1,
2) metomom MDA

HccnenoBanue metonoM IT1IP cockoba
SIUTENTMATBHBIX KJICTOK POTOIIOTKU, KPOBU
Ha JJHK BIII-1, 2, BI'Y-6, BB, IIMB

IToceB ¢ koxu ITOPa’XC€HHBLIX YYaCTKOB

AOCOIIOTHBIN TUM(POLKUTO3, OTHOCUTEILHBINM HEHTpOdUIE3, HOPMATbHBIN
YPOBEHb JICHKOIIUTOB

KonneHTparms acrmapraraMuHoTpaHcdepasbl

BBIIIIE HOPMBI B 2 pa3a, alaHMHaMUHOTpaHcdepasa, 1menodHas ocharasa,
JIaKTaTAErnaporeHasa, OMInpyorH OOILMIA U IPSIMOIA, IJII0KO3a B TIpeAeaax
BO3PAaCTHON HOPMBbI

Vposenb C-peakTUBHOTO OeJika B 6 pa3 BbIllle HOPMbI, aHTHCTpenToMM3nHa-0,
peBMaTOMIHOTO (hakTopa, (heppUTHHA — B IIPENEIaX HOPMBI

IgM oGHapyzxeHbI ¢ K0adhdureHTom mo3utuBHocTy 10,54,
IgG obHapyzxeHbl B TUTpe 1:200

B cockobe anuTennanbHbIX KIETOK POTONIOTKU U KpoBM oOHapyxeHa JTHK
BIIT-1, 2.
JHK DBB, BI'U-6, IIMB B ucciemyeMbix o0pasiax He 0OHapyKEeHbI

I'pu6HI B MiccanemyeMoM 00pasiie He 0OHAPYKEHBI

Ha rpuObI
Wccnenosanue kana Ha [IK® u YI1b

Wccnenosanue kana Ha PHK poraBupyca
metonoM [TLIP

I[TK® u YIIb B kajne He 00HAPYKEHBI

PHK potaBupyca B Kajie He 0OOHapykeHa

Ilpumeuanue. BIIT'-1, -2 — Bupyc mpocroro repreca 1-ro u 2-ro tunos; MPA — mMMmyHobepMeHTHBIN aHanu3; B['Y-6 — Bupyc repreca
yesioBeka 6-ro tTumna; DbB — Dmrreitna—bapp Bupyc; LIMB — tmuromeranosupyc; [IK® — narorennas kuineuHast ¢iiopa; YI1b — ycioBHO-

naroreHHas kuineuHas duiopa; [P — nonumepasHas uernHast peakimsi.

3UCTbIE O0OJIOUKM (DU3UMOJOTUYECKON OKpacku, yMe-
PEHHOW BIIaXXHOCTH, CBOOOAHBI OT CHIMUA. YMepeHHast
mweiiHasg JumdaneHonatus (mepeaHe- W 3aaHellei-
HBIX JUM@ATUYECKUX Y3JIOB) C MaKCUMaJlbHbIM pa3-
MepOM TIOMUETIOCTHBIX JMM@aTudecKux y3noB g0 2,0
cMm. [lpum aTOM OHM yMepeHHO OoJIe3HeHHbIE, TIOT-
HO2JIACTUYECKON KOHCHCTEHIIMU, TTOABMKHBIE, KOXa
HaJI HUMU He n3MeHeHa. HocoBoe npixaHune cBOOOIHOE,
BBIIEJIEHU I U3 HOca HeT. B nerkux, cep/iie OTKJIOHEHU
He BBISIBIIEHO. JKMBOT IOCTYIIEH Majbllallui, paBHO-
MEPHO y4yacTBOBaJI B aKTe JbIXaHUsI, 0€300JIe3HEHHBI,
MeyeHb BBICTyIaja U3-ToJ Kpast pebepHoi nyru Ha 1,5
CM, DJIACTMYECKOW KOHCHUCTeHLMU, Oe300Jie3HeHHas,
MOABMIKHAST, TTOBEPXHOCTD TJIaKast, Kpail OCTpPHIiA, POB-
HBI, cele3eHKa He yBeInveHa.

Pesynbrarbl  1abOpaTOpHBIX UCCAEAOBAHUM, TPO-
BEJCHHBIX B MepBble CYTKU MPeObIBAHUS B CTAallMOHApe,
npenctaBiieHbl B Taba. 1. C 1-ro OHS rocnurain3alnn
pebGeHOK MoJjtyyaa aHTUOAaKTepruabHYIO, e3MHTOKCUKA-
LIMOHHYIO, TTPOTUBOBOCTIAJIMTEIBLHYIO TEPAIUIO BHYTPU-
BEHHO, MPOOMOTHKM BHYTpb, TpemnapaT WHTephepoHa-
0/2p ¢ acKopOMHOBOW KHUCIOTON PEKTATbHO, MECTHBIE
AHTHCETITUKMU.

OnpHako K 5-My [OHIO OOJIe3HM COCTOSIHUE
pebeHKa He yJIydIIajoch, OH MPOIOJKaT JUXOPAIUTh
no 39,6 °C, temmneparypa Oblja NPaKTUYECKU TOp-
MUAHA K IEeNCTBUI0O aHTUMHMPETUKOB. MallbuMK OBLI
OYEHb BSIJIBIM, KalIPU3HBIM, TIJIOXO COCaJl, BBHICHITTAHMS
HapacTaju, B TOM YMCJIe YBEJIMIUIICS W apeayl UX pac-

MMPOCTPAHEHUs: BEPXHSS YacTh TYJIOBUINA, ITPOKCHU-
MaJIbHBIe OTHEJTbI PyK. Ha BOJOCUCTOI YacTh TOJIOBHI,
mee, B 00JACTH YIIHBIX PAaKOBUH 00pa3oBaJiiCh KOH-
TJIOMepaThl M3 MAacCCUBHBIX KOPOK, MPOCMAaTPUBAINCH
TpeiuHbl (puc 3). PebeHok Oecrnokowics M3-3a 3yda

Puc. 2. Koxnblii nmponecc B AMHAMUKE HA (DOHE Tepamuu alu-
KJIOBUPOM (2-ii ieHb pUMeHeHHs mpenapaTa). DjeMeHTs Ty-
HIMPOBaHbI pacTBOPOM (hykopuuna.

Fig. 2. Skin process in dynamics against the background of acy-
clovir therapy (2nd day of drug use). The elements were quenched
with a solution of fucorcin.
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KJIMHNYECKWUE

(hyxopuuua).

Puc. 3. HeoOuIbHBIE KOPOUYKHM HA MECTE BBICHIAHMIT HA BOJIOCHCTOM YACTH roJIOBbI, HA Iiee (TYIIHPOBAHBI PACTBOPOM

Fig. 3. Small crusts at the site of rashes on the scalp, on the neck (stewed with a solution of fucorcin).

B 00JIaCTH BBICHIITAHUIT HA BOJOCUCTOMN YaCTU TOJIOBHI,
JIULIE, YIIHBIX PAKOBUHAX, OCOOEHHO B MeCTax UX CKO-
ieHuil. BpaueOHbIM KOHCUJIMYMOM BBICKA3aHO Mpea-
MOJIOXKEHUE, YTO Y peOeHKA ¢ aTOMUYECKUM JepMaTh-
TOM, MJIQJIEHYECKOW, pacHIpOCTPAHEHHOM, TIKEIOn
dbopmoit mmeeTcss WHQEKINS, BBI3BAaHHAs BUPYCOM
MpoOCTOro reprieca U Mnporekaromas B ¢dhopme «rep-
netTuopMHOll  2Kk3eMbl Kamomm», ocaoXHeHHas
HACJIOEHUEM BTOPUYHON OaKTepualbHOW WMHMEKIIUU.
C y4eToM nuarHosa pacliupeH CIeKTp UCCAeA0BaAHUIA,
pe3yabTaThl UX MPEACTaBIECHBI B TA0JI. 2.

K neyenuto 06b11 100aBiIEeH AlMKIOBUP BHYTPUBEHHO
n3 pacyeta 60 MT/KT B CyTOYHOU J03¢, pa3nesicHHOM Ha 3
rnpuemMa, MMMYHOIJIOOYJIMH YesjoBeKa JUIsi BHYTPUBEH-
HOTO BBEJEHUsI 2 UHBEKIIMU. YK€ MOcje NMEPBOro BBee-
HUS allMKJIOBUpPA TeMrepaTypa Teja Hadalaa CHUXKATbCS.
B nocnenyroitem (co 2-ro AHSI Tepanuy aliMKJIOBUPOM)
OTYETIMBO MPOSIBUJIACH MOJOXHUTENbHAsI IMHAMUKA KOX-
HOTO MpOoLIecca: MePecTav MOSIBISITCSI HOBbIE 2JIEMEHThI
CBITIA, UMEBIITNECS TAITYJIBI M BE3WKYJIBI OBICTPO TTONCHI-
XaJIu B KOPOUKH, KOTOPbIE, B CBOIO OYEPE/Ib, CTAIU OBICTPO
OTMajaTh, MPU 3TOM HE OTMEYAIOCh 00pa30BaHUs KPYIM-
HbIX 9PO3UBHbBIX MOKHYIIIUX MoJeil. Yepes 2 aHs OT Havaia
TIPUMEHEHMUsI allUKJIOBUpA BHYTPUBEHHO W OMHOKPATHOTO
BBEICHUSI MMMYHOIJIOOY/JIMHA YeJIOBEKAa CYHIECTBEHHO
YMEHBIIWIACh OAYTIOBATOCTh JIMIIA, HOBBIX 3JIEMEH-
TOB HE 3apETMCTPUPOBAHO, UCYUE3U SPO3UBHBIE MOKHY-
1IMe TOoJsl, Mamyjbl U Be3UKYJbl TPaHC(HOPMUPOBAUIUCH
B KOPOYKU, YMEHBIIIWIACH TIJIONIAIb BBICKITIAHUI (puUcC. 2).
Temneparypa Tesa HOpMAIU30BAIACH € 3-TO JTHS MpUemMa
arkiioBupa. [lanueHT nosyvan ero B TeueHue 10 nHei,
B TocjenyroneM ObL1 MepeBeleH Ha MpueM IpernapaTa
BHYTPb 10 21-ro nHs. Bbeimucan Ha 15-i1 neHb Goje3HMU.
Hab6moneHue 3a maliMeHTOM NpPOIOJIKAETCSI.

CaMOuyBCTBUE TPU BBIMUCKE YIAOBIETBOPUTENb-
HOE, Ha KOXe€ JIMIla, BOJOCUCTON YacTU TOJIOBbI HEO-
OWJIbHBIE KOPOYKW Ha MeCTe BbIChIIaHWN (puc. 3),
MOKHYTHUI, TpEIIMH, HOBBIX TIaIlyjJ, BE3UKYJ HET.
Koxa Ha mecTe oTmaBIIMX KOPOYEK AEMUTMEHTUPO-
BaHa. Ha TynoBuile, pykax COXpaHsUIUCh €IUHUYHbIE
MEJIKME KOPOYKM, HEOOJbIlIME YYaCTKU NEMUTMEH-
tauun. CoOH, anmeTuT pebeHKa HOPMaJM30BajluCh,
OTKJIOHEHUI COCTOSIHUSI APYTMX OPTraHOB U CUCTEM
He BbIsSIBJIEHO. B aHanuze nepudepuyeckoit KpoBu
COXPAHSUIUCh HE3HAUMUTENbHbIE JIEWKOIUTO3, JUM-
(GoMOHOINTO3; B OMOXMMHUYECKOM aHalu3e KpOBU
MOBBIUIEHHBI  ypOBEHb  acrnapraTaMuHOTpaHcde-
pasbl, B kpoBu JHK Bupycos npocroro repneca 1-ro
u 2-ro TunoB metonaoM ITLIP He onpenensnace.

3aknovyeHue

PaznuuHble KOXHbBIE WM3MEHEHUsI, HUMEIOIIUe Bpe-
MEHHYIO CBSI3b C JUIMTEJILHOW TEeMIEpaTypHON peak-
uueit, aumdaaeHonaTuel, TrernarocruieHOMerajauen
C BBICOKOI BEpOSITHOCTBbIO MOTYT YKa3blBaTh Ha Teprie-
TUYECKYIO TIpupoay 3abosnesBanus [3, 21, 22]. MoxHo
KOHCTaTUPOBaTh, YTO PEKYPPEHTHbIE PECNUPATOPHBIE
3abo0seBaHusl, MH(PEKIIMOHHBII TIpoliecc B hopMe pelu-
NUBUPYIOUIETO MOHOHYKJIEO30MOMOOHOTO  CHUHIpOMA,
XPOHUYECKUE PEUUAUBUPYIOIINE CTOMATUTHI, IJIUTEb-
HbIIl cyO(eOpUuInuTeT, «<HEMOTUBUPOBAHHAS» JTUXOPATKA
U T.J. KaK y JIeTeid, TaK U y B3pOC/bIX MAlUEHTOB, Tpe-
OyIOT pacUIMPEeHHOro OOC/IeIOBaHUS [JIs1 BBISIBJICHUS
MapKepoB akTUBalMKU repriecBUpycoB [2, 3]. Hageemcs,
YTO TPEICTABJIEHHBIA KIMHWUYECKWIA Ccy4ail TOMO-
JKET COXpPaHUTb HACTOPOXEHHOCTh Bpayell menuar-
pOB, MHMEKIIMOHUCTOB, aJJIEProJIOroB, NEPMAaTOJOTOB
B OTHOILIEHUY 3TOM Ipymnimbl MHGEKINA.
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OcTpoe noBpexeHne MoYeK Kak 1e010T MYKOBUCIIMI03a Y pedeHKa 1-ro roaa Ku3Hu

A.U. Caguna’, T.B. Muxaiinosa’, U. 1. 3axupos’, U.M. Cyneiimanosa’
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2TAY3 «[oponckas getckas 6onbHULA N21» MuH3opasa Pecnybnukn TatapctaH, KazaHb, Poccus

Acute Kidney injury as the onset of cystic fibrosis in a child of 1 year of age

A.L Safina’, T.V. Mikhailova’, 1.1. Zakirov', I. M. Suleimanova?

'Kazan State Medical Academy, Branch Campus of the Medical Academy of Continuous Professional Education, Kazan, Russia;
2City Children’s Hospital No. 1, Kazan, Russia

PaHHsAg TMArHOCTHKA MYKOBHMCIIHI032 OCTAETCS AKTYAJIbHO# MP00./1eMOii, HeCMOTPS HA MPOBOAMMBIii BCEOOIIMIT HEOHATAJIBHBIN CKPH-
HMHT. YHHUKAJIbHOCTD MPEICTABIEHHOT0 KIMHAYECKOro CJIy4ast 3aK/II0YaeTCs B HETUIIHYHOM Je0I0Te MyKOBHCIIMI03a Y PeOeHKA PAHHEro
BO3PACTA C NMPOSIBJIEHHIi OCTPOro NoBpeKIeHUs NoYeK. BHe3anHo pa3BuBLIeecs TsuKeloe o0lee COCTOsIHIE Y pedeHKa ObLI0 00yCI0B-
JieHo ocTpbiM noBpexaennem novek 111 craguu no TsokecTH (BbIPAXKEHHAs BSJIOCTh, AHYPHsl HA NPOTsKeHun 14 4, NoBbIlIEHNE KOH-
HEHTPALMK KPeaTHHHHA B KPOBHU 10 121 MKMOJIb/J1, CHIZKEHHE CKOPOCTH KIy00uKkoBoi ¢ubTpamuu 10 17,4 Mi1/MuH), 1eKOMIIEHCH-
POBAHHBIM META0OJMYECKHM AJIKAJIO30M C TUNOKaJHeMueii, runoHaTpuemueii, runokaisumemueii (pH 7,6, K* 2,6 mmonn/a, Na*
118 mmosn/x1, Ca** 0,96 mmoan/n, HCO,~ 35,5 mmounn/ ). Hab/monaembie HapymeHus: KHCJIOTHO-OCHOBHOTO COCTOSIHHS H 3JIeK-
TPOJMTHOrO 00OMeHa ObLIN 00YCJIOBJIEHbI PA3BUTHEM Y pedeHKa cunapoma ncesno-baprrepa. s npoduiakTHKI 0CTPOro noBpex-
JIeHHSI OYEK Y MAMEHTA ¢ MYKOBHCIMI030M BaXKHO CBOEBPEMEHHOE BO3MEIIEHHE JJIEKTPOJIUTOB U BObI B IEJIAX NMpeLynpeKIeHust
pa3BUTHS CHHIPOMA niceBa0-bapTTepa, 3KCHK03a M THIIOBOJIEMHH.

Karouegwte caosa: demu, ocmpoe nogpedcoenue nouex, MyKkogucyudos, cuHopom nceedo-bapmmepa, kaunuveckuii cay4ai.

Ansa yuntnposauns: CagpuHa A.U., Muxaiinosa T.B., 3akupos U.U., CynerimaHoBa U.M. OcTpoe noBpexzaeHue rnoyYyek kak 4ebroT MyKoBUCLM-
fo3a y pebeHka 1-ro roaa xu3Hu. Poc BecTH nepuHaron v neguatp 2023; 68:(5): 85-88. DOI: 10.21508/1027-4065-2023-68-5-85-88

Early diagnosis of the cystic fibrosis remains an urgent problem, despite ongoing nationwide neonatal screening. The unique-
ness of the presented clinical case lies in the atypical onset of cystic fibrosis in a young child with clinical manifestations of acute
kidney injury. The suddenly developed severe general condition in a child was due to manifestations of acute renal injury of the third
stage (severe lethargy, anuria for 14 hours, an increase in blood creatinine to 121 pmol/L, a decrease in glomerular filtration rate
to 17.4 mL/min), decompensated metabolic alkalosis with hypokalemia, hyponatremia, hypocalcemia (pH 7.6, K* 2.6 mmol/L, Na*
118 mmol/L, Ca** 0.96 mmol/L, HCO,35.5 mmol/L). The observed disturbances in acid-base status and electrolyte metabolism
were manifestations of the pseudo-Bartter syndrome. For the prevention of acute kidney injury in a patient with cystic fibrosis, timely
electrolyte and fluid management is important to prevent the development of pseudo-Bartter’s syndrome, exsicosis and hypovolemia.

Key words: children, acute kidney injury, cystic fibrosis, pseudo-Bartter syndrome, clinical case.

For citation: Safina A.l., Mihajlova T.V., Zakirov I.I., Sulejmanova I.M. Acute kidney injury as the onset of cystic fibrosis in a child of 1 year
of age. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 85-88 (in Russ). DOI: 10.21508/1027-4065-2023-68—-5-85-88
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cekpeliny. B HacTosiiiee Bpemsi ¢ 1ieJibl0 paHHel auar-
HOCTUKHM 3a00JIeBaHUSI HCIIOIb3yeTCsl HEeOHaTaJIbHbIN
ckpuHuHT [1]. B Hamem HaOMOIeHWM MYKOBHUCIIMIO3
y pebeHKa TIepBBIX MeCSIEeB XKU3HU MaHUMeCTHpOoBa
CUHIPOMOM TIiceB10-bapTTepa 1 ocTpbIM MOBpEeXIeHUEM
moyek. JIMarHOCTMYECKW TOMCK TIPUYMHBI OCTPOTO
MOBPEXIEHUST TI04eK  OOYCIIOBMJI  HEOOXOIUMOCTh
WCKITIOYEHUSI pa3IMYHBIX COCTOSTHUI, B TOM YUCJIe TaKOM
TyOyJ0maTuu, Kak cuHapoMa baprrepa.

CormracHO JaHHBIM CTaTUCTHKKM B 40—79% ciydaeB
ocTpasi ToyeyHasi HeOCTaTOUHOCTb Y JeTeil OOYCIOB-
JIeHa TIpepeHaIbHBIMU TPUYMHAMU. YMeEHbIIeHUEe 00b-
eMa JKUAKOCTU B OpraHu3Mme (TUITOBOJEMUS) CIYXKUT
BaXXHBIM (DAKTOPOM PHCKa OCTPOTO MTOBPEXKICHUS IMOYEK.
YmMmeHbiieHue 3¢ @eKTUBHOTO 00beMa apTepualbHOMN
KPOBU MPUBOJIUT K CHIDKEHUIO apTePUATbHOTO AaBICHUS
W HapyHIeHUIO TTepdy3nn KU3HEHHO BaXKHBIX OPraHOB,
LIEHTpaIu3aliu KPOBOOOpAIEHUSI, CHUXKEHUIO TMovyeyd-
HOTO KpPOBOTOKAa C INYHTMPOBAHWEM KPOBU Ha YpOBHE
KOPTUKO-MeNyJIIpHOi 30HBI. [Ipy 3TOM B pesynbrare
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UIIEMUU ¥ TUTIOKCUU KOPTUKAJIBLHOTO CJIOSI TIPOVCXOANT
OTeK WMHTEPCTUILIMAIBHON TKAaHW W HEKPO3 KaHaJblIEB
moyek. BBIpaskeHHOCTh OCTPOTO TMOBPEXKICHUS TMOYEeK
3aBUCUT OT TSKECTH W JJIUTETbHOCTH COCTOSTHUS TEeTH-
JIpaTalliid, CBOEBPEMEHHOCTU BOCITOJIHEHUS 0ObeMa
LIMUPKYJIUPYIOIIEH KPOBM M HOPMAIU3allMU TMOYEUHOTO
KpoBoTtoka [2]. CocTostHrE TUTIOBOJIEMUHU U DJIEKTPOJINT-
Hble HapylIeHUs] ¢ MeTabOJMIECKUM aJIKaJ030M MOTYT
HaOII0IAThCs y MMALIMEHTOB ¢ CUHApOMOM bapTrepa.

CunnpoM baprrepa — Haciemyemoe 1o ayTOCOMHO-
pelieccCMBHOMY Tumy 3abojeBaHue, OO0YCJIOBICHHOE
HapylIeHreM peabcopOILnKM HATPUSI, Kalus W XJIOPUIOB
B TOJICTOM BOCXOISINEM KojieHe meTnu [eHie, xapak-
Tepusylolleecsl TUMOKaJlueMuel, TUMOHaTpUeMUeEH,
TUTIOXJIOpEMUEN, MeTabOTMIECKUM aJIKaJo30M, a TaKXKe
MTOJINYpUEH, TONMMOUTICUEN W THIEepPEeHUHEMUUYECKUM
runepanpaocrepoHnsmoM [3]. Ilpm sTom BaxkHOe 3Ha-
yeHne misgd auddepeHInaIbHON IUarHOCTUKNA CUH-
npoma bapTrepa ¢ BHEMOYEUHBIM TE€HE30M 3JIEKTPO-
JINTHBIX HapyIIeHWH WMeeT TOBBIIIEHHAsT SKCKPELUs
C MOYOW BJICKTPOJIMUTOB U TOJMypus. [Ipu cuHapome
nceBno-baprrepa, Habm0maeMoM y OOJBHBIX C MYKO-
BUCIMAO30M, M3HAYAIbHO (YHKIIMS TTOYeK He Hapy-
meHa. BaxHoe 3HaueHWe MMEIOT XpOHWYECKUE TOTepU
HaTpUs U XJIOPUAOB C TTOTOM, KOTOPBIE COMTPOBOKIACTCST
yBeJIMYeHNEeM peabcopOLmu HaTpus 1 OMKapOOHATOB
B IMCTAJbHBIX TTOUYEYHBIX KaHAJbIIaX B OOMEH Ha TTOBbI-
IIEHHYIO CEKPEII0 MOHOB BOIOPOAA Y KM, YTO TIPU-
BOIWUT K Pa3BUTUIO TUIIOKATUEMUN U META0OJUIECKOTO
ankano3a. OCHOBHBIMU KIWHUYECKUMU TPOSIBICHU-
SIMU CUHJIpOMa TiceBa0-baprrepa ciyxar Hapacraroias
c1ab0CTh, MOTEPsST amrmneTUuTa, MOBTOPHBIE CPBITMBAHMUS,
pBOTa, IUapes WIN 3afepkKa CTyja, CBI3aHHbIE ¢ Mmape-
30M KMIIIEYHHMKA, TTOTepst MacChl Teja. B TsoKenbIx ciy-
Yasx BO3MOXHO pa3BUTHE apUTMMU, TUITOBEHTWIISILIUMA
C TUTIOKCHEN W TUIepKalHMUel, LepeOpaibHbIX Hapy-
IIEHWI B BUE CYIOPOT, CTymopa. XpoHUJyecKast oTepst
coyieii MpM MYKOBHMCIIUIO3€ MOKET BO3pacTaTh WM3-3a
MOBBIIIIEHHOTO TMOTOOTAEIEHUsI B XKapKoe Bpewmsl roja,
MPU JIUXOPAZOUYHBIX COCTOSTHUSX, HEJOCTATOUHOM IOCTY-
TUIGHUMW UX C TIHUIIEH, yCyryOJsiThCsl MOTepei 2JIeKTpo-
JINTOB TIpU pBOTe, nuapee [4—7]. B oTaenbHbIX ciydasx
BO3MOXHO pa3BUTHE TSKEJON IeTUApaTallu, apTepu-
aJTbHOM TUTIOTEH3UHU C Pa3BUTHUEM OCTPOTO MOBPEKICHUST
ToYexK.

Knunuyeckuii cayyaii. [leBouka B Bo3pacte 5 Mec
MOCTyNua B IpueMHoe otaesneHue JleTckoit ropoackoit
o6oxpHUIBI Nel Ka3zaHu B TSDKEJTOM COCTOSTHUM C KJTMHM -
YeCKUMHU TIposiBIeHusIMU aKkcnKo3a 111 cremenu, octpoit
MOYEYHOM HEeIOCTaTOYHOCTH: BBbIpaXkKeHHasl CJIaboCTh,
OTKa3 OT eIbl U THThs, OTCYTCTBUE OUype3a Ha Mpo-
TsokeHUn 14 4. [1py 0ObeKTMBHOM OCMOTpe oOpalain
BHUMaHUe BBIpaXXeHHAsT BSIJIOCTh, CYXOCTh M OJIEAHOCTh
KOXHBIX TTOKPOBOB, CHUKEHHBIN Typrop TKaHe, 3amaie-
HUe OOJBIIOrO POTHUYKA, TJIA3HBIX 00K, TaXUKapIUsT
(JacToTa cepiaeuHbIX cokparieHuit mo 150—160 yu/MuH)
TIPY YaCTOTE AbIXaHUs 32 B MUHYTY, Ie(UIIAT MacCh TeJIa

KJINMHUYECKUE CJTYHAU

MeHee 3-To TiepleHTHIsT (Macca Tena 5,0 KT, pocT 65 cm).
IMogkoxxHast XX1poBas KjieT4aTKa pa3BUTa cj1abo, paBHO-
MepHo. JIumdaTtuyeckue y3iabl He yBeJlnWuyeHbl. Teoc-
JIOXKeHWEe TpaBWIbHOE, KOCTHO-MBIIIEYHAs] CHUCTeMa
0e3 maroyiorun. [Ipu3HaKoB nbIXaTeIbLHOW HemocTa-
TOYHOCTH, ayCKYJbTaTUBHBIX W3MEHEHUN B JIETKUX
He HaOmonanock. [lpy ucciaenoBaHUU cepaeUHO-COCY-
JIVCTON CUCTEMBI OTMEYaICh TAXUKAPAWS, TIPUTTYIIEH-
HOCTh CepIeYHBIX TOHOB. [Ipn ¢u3mKaIbHOM 00CEa0-
BaHUM XKUBOT MPaBUJILHON (DOPMBI, TTapeHXUMAaTO3HBIE
OpraHbl He YBEJTMUYCHBI.

Anamnes ucuznu. JleBouka OT IIepBOii OepeMeHHO-
CTH, TpOTeKaBIleil Ha (hoHe KOPOHABUPYCHON WH(EK-
muu COVID-19 Ha cpoke 27 Hem, OT TEPBBIX PONIOB
Ha cpoke 41 Hem TyTeM 3KCTPEHHOTO KecapeBa ceve-
HUS TI0 TIOBOIY 2KJIAMIICUM y OepeMeHHoil. Macca Tena
npu poxnennu 3050 r, mmuHa 50 cm. o 4 Mec Haxomm-
Jlach Ha CMEIIaHHOM BCKapMJIMBaHUU, TPYIHOE MOJIOKO
cocTaBiisio 2/3 cyToyHOro oobemMa KopMjeHUsI, ¢ 4 Mec
repeBefieHa Ha MCKYCCTBEHHOE BCKapMIJIMBaHME amar-
TUPOBaHHON cMechlo «HecTaxkeH» B TOJHOM 00b-
eme: o 150 mur kaxabie 3 4 ¢ HOYHBIM NepepbiBoM. He
ObLJIO yKa3aHWil Ha HaJu4yue CUHIPOMA CPBLITMBAHUS
y pebeHka. B 3-mecssuHOM Bo3pacTe mepeHeca OCTPhIit
OpPOHXUT, B KadyecTBe Teparnuu Tojydaja WHTAISIUN
C aMOPOKCOJIOM C XOPOIITUM 3P PEKTOM.

W3 anamnesa 3aboseéanus U3BeCTHO, UTO C 2-MecCsu-
HOTO BO3pacTa y JEeBOYKM HabOJofanach Iioxas Tpu-
6aBka Macchl Tenia (3a -1 mecsit — 700 1, 3a 2-i1 mecsii —
200 r, 3a 3-i1 mecsiir — 500 1, 3a 4—5-i1 mecsibl — 550 1),
C POXIEHUS KalIueoOpa3HbIil CTys 10 4—6 pa3 B CyTKU
C XKUPHBIM OsiecKoM. 3a 3 THS 10 MOCTYIJIEHUST B CTallM-
OHap y pebeHKa MOSIBUJIOCH pe3KOe CHIKEHME allTeThTa,
OTKa3 OT eJbl, BSJIOCTb, CHIDKEHHME AUype3a, TPU 3TOM
He OBIIO YKa3aHW Ha TIPeNIIeCTBYIOIIYI0 IHapelo,
pPBOTY, WCIOJb30BaHNWE KaKMX-JTUOO JIEKAapCTBEHHBIX
MperapaToB, BO3MOXHOE OTpaBJIeHUE.

Ilpyn mocTyruieHMH B CTAaMOHAp HAOTIOAANCH
KJIMHUKO-JTA00paTOpHbBIE TPOSIBIIEHUST OCTPOM ToYey-
HOI HEJIOCTaTOYHOCTU: aHypUsl Ha TIPOTSLKeHUU 14 4,
BbIpaXXEHHOE TTOBBIIIEHNEe KOHIUEHTpAllUM KpeaTMHWHA
B KpoBu 10 121 mxmonab/n (Hopma 18—35 MKMoOb/7),
MO4YeBUHBI — 110 11 MMmonb/1 (HopMa 1,8—6,4 MMoOITB/TT),
CHUXEHUE CKOpPOCTH KIyOOUYKOBOW (bUJIbTpallud —
no 17,4 mun/mun (Hopma 65—100 MiI/MHMH), COTJIacHO
KPUTEPUSIMHU IUATHOCTUKY OCTPOTO TTOBPEXICHUS MTOYEK
Takue mapameTpbl cootBeTcTBYIOT III cTtamnm mo TsoKe-
ctu [1]. Tlo naHHBIM MCCenOBaHUSI KUCIOTHO-OCHOB-
HOTO COCTOSIHUSI KPOBU BBISIBJIEH JIEKOMITEHCUPOBaH-
HBIE MeTabOJMUeCKUI aiKajlo3 ¢ TUIIOHATpUEeMUEH,
runokaneiimemueit: pH 7,5, K* 3,5 mmons/n, Na™ 120
mmosib/a, Ca’* 0,9 mmonb/n, HCO,~ 34,6 mmonb/n,
YTO He SIBIISIETCS XapaKTepHBIMU JIAOOPATOPHBIMU TIPH-
3HAKaMU OJINTOAHYPUYECKOM CTaauM OCTPOM TToYeu-
HOWl HemocTaToyHOCTU. B mensx nuddepeHumnanbHOM
MUArHOCTUKKM TIPUYMH OCTPOTO TIOBPEXAECHUS TOYeK
ObLIO TIPOBENECHO YIbTPAa3BYKOBOE MCCIIEAOBaHNE MOYEK
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M MOUEBBIBOMSIINX TyTeil I WCKIIOUEHUST TpU3Ha-
KOB HapylIeHUs ypOOIWHAMUKU, OKKJIO3UU TToYed-
HBIX COCYZIOB, MapeHXMMATO3HOTO 3a00JIeBaHUs TOYEK:
U3MEHEHUs pa3MepoB, CTPYKTYPhI MapeHXMMBI IMOYEK
He BbIIBJIEHBI. B 1abopaTopHBIX aHAIM3aX MOYU HAOJIIO-
Jajgach MUKporeMatrypust (Mo JaHHBIM MUKPOCKOTTUM —
8—10 B mosne 3peHUsT), HEe3HAYUTEJIbHAsI MPOTEUHYPUS
no 0,066 T/, B TIoCIeaylomeM — Tpexoasiast JeiHKo-
uTypus (1o TaHHBIM MUKpockomuu — 18—20 B moute
3peHust). Ckopee Bcero, 3TO CTajo pe3yabTaToM AUCTPO-
(pryecKkrx U3MeHEHU I B ITOYKAX TTPU UX OCTPOM TTOBPEXK-
nennu. [1o maHHBIM 00IIEro M OMOXMMUYECKOTO aHaIN-
30B KPOBM OBIIM MCKIIOYEHBI TaKWe MPUYMHBI OCTPOTO
MOBpPEXIECHUST TIOYEK, KaK TeMOJMUTHYECKasT aHeMWUsI,
CHCTEMHBI BOCHIAJIUTETbHBINA, B TOM YHUCjIe WHOEKIN-
OHHBIN, mporiecc. MccnenoBaHue ypoBHSI albOyMUHOB
KPOBU IIJIST BBISIBJIEHUST TIPEPEHATbHOM TOYeUHOM Helo-
CTaTOYHOCTH, OOYCJIOBJIEHHOW TUMOaIbOyMUHEMUEH,
He BBISIBWJIO OTKJIOHEeHWe OT HOpMbI (55,6 T/1). Kpome
TOTO, MPOBEACHBI JIEKTPOKapaAUOoTrpauIecKoe 1 yiabTpa-
3ByKOBOE€ MCCJIEIOBAHUS CEPILIA, IO Pe3yJbTaTaM KOTO-
PBIX MCKITIOYEHO CHIDKEHME MUHYTHOTO oObeMa cepiua
Kak elle 0JHa BO3MOXXHAsT IPUYMHA OCTPOTO TTOBPEXIE-
HUS TOYeK. YOeAUBIINChH, UTO OCTPast ToYeyHast HeIoCTa-
TOYHOCTh HOCUT TIpepeHabHBIN XapaKTep B pe3yJbTaTe
9KCHUKO3a W TUTTOBOJIEMUU, MBI TIPOBEIM WH(PY3MOHHYIO
tepanuio 0,9% pacTBOpOM HaTpusl XJIOpUAa IO JOCTH-
JKeHMsT HOPMOBOJIEMUM TOJI KOHTpoJeM nuype3a. Ha 2-e
CYTKU Teparuu obllee COCTOSTHIE pebeHKa 3HAYUTEIBHO
VAYYIIMIOCh, TIOSIBUJICS AaTlleTUT, KyIMUpOBaHbI TIPU-
3HAKW 9KCHKO3a, MTOYTH MOJTHOCThIO BOCCTAHOBJICH JINY-
pe3 (KMIOKOCTh BHYTpb M mapeHTepaibHo — 1000 mur,
cyTouHblii muype3 — 600 wmur). [lo maGopaTopHBIM
JIaHHBIM, YPOBEHb KpEeaTWUHWUHA B KPOBU CHUBWICS
no 77 MKMOJIb/J, CKOPOCTb KJIYyOOUKOBOI uibTpa-
MY yBeauYmWjiach a0 27,5 MJI/MUH, HO COXpaHSIJIUCh
U3MEHEHUsT B BUIE JEKOMIIEHCHUPOBAHHOTO MeTabo-
JINYECKOTO  aJIkajo3a, TUIOHATPUEMUM, THUITOKaINe-
My u tunokambumemun (pH 7,6, K* 2,6 mmonb/m,
Na*® 118 wmwmomas/n, Ca?>* 0,96 wmmoib/1, HCO-,
35,5 w™mounb/n). TlpomomxkeHa wuHQY3MOHHAsT Tepa-
s 0,9%-M pacTBOPOM HATpUs XJIOpuaa C KOppeK-
nueit runokanuemMuu. Ha 5-e cyTku ynedyeHmst ymajaoch
B 3HAYUTEJNBbHOW CTENEHW KYIMHUPOBATh 3JIEKTPOJIUT-
Heie HapymeHus (K 4,3 mmonb/n, Na® 135 mMmounb/m,
Ca?" 1,04 mMosb/m), MeTabonmueckuii ankanos (pH 7,47,
HCO", 24,8 MMoIb/7T), HOPMAJIM30BaTh BOIHbIN GaaHC
(KUAKOCTh BHYTPb U MapeHTepaibHo — 1225 M1, cyTou-
HbIi quype3 — 877 mi). B itnHaMKKe HaOII01aI0Ch TAKXKE
yiydieHrue GuiabTpallMoHHON (PYHKIIMM TToYeK (KpeaTu -
HUH KpOoBU 48 MKMOJIb/JI, MOUYEBMHA 2,5 MMOJIb/JI, CKO-
pPOCTh KJIyOOUKOBO# (husibTpanivu 44,3 M/MUH).
JlanpHelimee oOcienoBaHue TpeOOBAJIOCH IO TTOBOIY
KIMHUYECKUX TIPOSIBJICHUIT  OeTKOBO-3HEPreTUUECKOM
HEIOCTaTOYHOCTH TsDKeJiol cterreHn. HecMorpst Ha cb6a-
JIAaHCMPOBAaHHOE BCKapMJTMBAaHUE Ha TTPOTSIKEHUN TIEPBBIX
MecsIeB XW3HM, JeBOYKa IJIOXO MpubaBiisjia B Macce,

C POXIEHMS MMETUCh M3MEHEHUST XapaKTepa W KOHCH-
CTEHIIMU CTyjJa B BHUAE KalluiieoOopasHoro a0 4—6 pas
B CYTKM C TIPUMECHIO X1pa. B Komporpamme o6HapykeHO
conepkaHue HEUTPaTbHOTO XHUpa B TMTOBBIIIIEHHOM KOJTU-
YeCTBe, YTO YKa3bIBaJO HAa BO3MOXKHYIO HEIOCTATOYHOCTh
(YHKIIMY TIOIKeTyI0uHOM Kene3bl. C 1ebio 6oiee To4-
HOM OLIEHKU 3K30KPMHHOW (PYHKIIMU TIOMXKETyTI0YHOU
Kene3bl MPOBEACHO MCCIIeOBaHNWE TTaHKpeaTU4ecKoun
aJ1acTas3bl Kaja, ToJydyeH pe3yabrar 15 MKT/T, 4TO COOT-
BETCTBOBAJIO BBHIPAXXEHHOUW HEIOCTATOYHOCTH (DYHKIIUU
MOKETYIOYHOI >Kesie3bl. YJIbTpa3ByKOBOE MCCIIeI0Ba-
HUE TIOMKETYIOYHOM KeJie3bl He BBISIBIJIO M3MEHEHMUIA
(GOpMBI 1 pa3MepoB, OTMEYAJIOCh HAPYIIIEHNE CTPYKTYPHI
B BuAe IU(M@OY3HOTO TMOBBIIIEHUS 3XOT€HHOCTH TMapeH-
XUMBbI opraHa. M3BecTHO, 4To y nereii HamboJiee JacTou
MPUINHON HEIOCTATOYHOCTU (DYHKIIMM TTOMKETYTOIHOM
Kene3bl CIYXKUT HacJIeJICTBEHHOe 3a0ojieBaHUE MYKO-
BUCIMI03. HeoHaTabHBIM CKPUHUHT HAa MyKOBUCIIWIO3
y IEeBOYKM OBbIT TIPOBENEH ABaKAbI: MEpPBLIA pe3ybTaT
rnokasaJl TorpaHUYHOEe 3HAYeHUE, BTOPOil — 0e3 OTKIIO-
HeHui oT HOpMBI. C y4eTOM KIIMHUYECKUX TTPOSBICHUI
OCIKOBO-2HEPIeTUYECKON HETOCTATOUHOCTH  TSDKEJION
CTEeTIeHU B pe3yJIbTaTe HeIOCTATOUHOCTH (DYHKIIMH TTIOJKE -
JIYIOYHOM 3KeJle3bl, HapYIIEHWIl BOIHO-3JIEKTPOJUTHOTO
GaylaHca JUISl UCKJTIOUEHUST MYKOBUCIIUI03a PEOCHOK ObLIT
HampasjieH B JIeTCKyI0 pecIyOIMKAHCKYIO KIMHUYECKYIO
o6onbauily M3 PT nmna uccienoBaHusl XJIOPUAOB MOTa.
B pesynbrarte TPUKIOBLI MONTYYeHO 3HAYMUTEIBHOE TPEBBI-
meHue Hopmel — 92, 102 u, 115 mmonb/n. Ha ocHoBaHuu
PE3yIbTaTOB 00CIeIOBaHMSI peOeHKY ObLT BLICTABJICH AMar-
HO3: MyKOBUCIINIO3, IETOUHO-KUIIIeUHast (hopMa, TSKeJToe
TeueHre. XpOHMWYeCKas TMaHKpeaTUdecKasi HeIOCTaTou-
HOCTb TSDKEJION cTereH!. beTkoBo-aHepreTruecKast Heio-
craToyHoCTh 3-i crerreHu. CuHumpoM TiceBmo-baprrepa.
Octpoe mospexnenue modek III cramum, BoccTaHOBH-
TebHBIN nepuon. [1o ocHoBHOMY AuarHo3y pedeHKy ObLTa
Ha3HavyeHa MaToreHeTYeCcKast Teparusi: MUTaHKUe C TIOBBI-
IIEHHOW KaJOpUIHOCTBhIO M3 pacyeta 160 KKa/KT/CyT,
notaiusg NaCl, ¢ 3aMeCTUTENIbHOM 11eJIbl0 HeI0CTaTou-
HOCTH (YHKIMU TIOMKETYIOUYHON XKeJe3bl — MUKPO-
cepuueckne depmeHtel B goze 6000 ME/kr/cyr,
C JKEJUErOHHOMN LEeIbl0 — TIperaparbl YPCOAE30KCUXO-
JIEBOW KHUCJIOTBI U3 pacuera 15 Mr/Kr/cyT, KupopacTBO-
pumble ButamuHbl A (5000 ME/cyt), D (1500 ME/cyT),
E (25 mr/cyt), K (2 Mr/cyT), muist yydiieHust OTXOXIEHUST
BSI3KOII MOKPOTBI U3 JIbIXaTeJIbHBIX MyTel — WHTAISIAN
¢ IopHa30ii anbda 1 KuHe3uTepanus. Ha ambynatopHoM
aTarne oKaszaHWs MEIULIMHCKON TOMOIIU, TTOMUMO JVC-
MaHCEPHOTO HAOIIONEHUS MyJTbMOHOJOTOM U TeANAaTPOM
MO MOBOJY OCHOBHOTO 3a00JieBaHMSI, peOCHOK HYXKIAJICs
TaKXe B HAOMIOAEHUN HEe(POJIOTOM C PETYISIPHBIM KOH-
TposieM (PYHKIIUY TTOYeK B AMHAMUKE J0 TTOJTHOTO MX BOC-
CTaHOBIIEHUSI.

C uenpo mpodWIaKTUKU CUHApoMa TiceBno-baprt-
Tepa TMalMeHTaM C MYKOBUCLIMIO30M BaXXHO TTIPOBO-
JIUTh KOHTPOJIb YPOBHS 3JIEKTPOJUTOB KPOBU, OCOOEHHO
JETIM paHHEro Bo3pacTa, MpoMUIaKTUIeCK Ha3HayaTh
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npenapaT HaTpusl U3 pacuyera |—2 MMOJIb/KT/CyT B BUIIE
roBapeHHoi comu (1/5—1/6 yaitHO# JTOXKMA TIPUMEPHO
cootBercTByeT 15 Mmonb NaCl), coneBbIX pacTBOPOB,
MpeAHa3HAUYEeHHBIX A TepOpabHOM peruapaTalvi.
JleueOGHBIE MeponpUATHS CUHApPOMa TIiceBno-baprrepa
CBOIATCSI K peruapaTaiiid, BOCIIOJHEHUIO IeduIInTa
HaTpus, Kanusi, xjJopunoB. Koppekiusi Tumnokaiue-
MHU OCYIIECTBIISIETCS] BHYTPUBEHHBIM BBeneHueM 7,5%
pacTBopa XJopuja Kajiusl ¢ MOCTAeNyIolUM MePeXoaoM
Ha KOMOWHHMPOBAHHBINA, a 3aTeM IepOpabHBIN IMyTh
BBEJICHMS TP CTOMKOIW HOpPMAallU3alluM YPOBHST KaJust
M MCYE3HOBEHUU CHMIITOMOB TuUnokaiuemMun. Ilepo-
panbHOE BBeleHHME XJIOpUIa KaJausi BO3MOXHO TIPU CHU-
KeHUM KOHIIeHTpauuu kanus ot 3,5 mo 3,0 mmomib/i,
B OTCYTCTBME W3MEHEHUU Ha 3JIEKTPOKapArorpamMMme;
BHYTpMBEHHasl Tepamnusl T[OKa3aHa TIpW CHIDKEHUU
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Kongpauxm unmepecos:

Asmopbl danHoll cmambu hoOmeepoulu Omcymcmeaue KoH-
(haukma unmepecos u PUHaAHCOB0I NOOOEPIUCKU, O KOMOPbIX
Heobxo0umo coobujums.

KJINMHUYECKUE CJTYHAU

KOHIIEHTpALlMM KaJiusl MeHee 2,5 MMOJb/JI, a TaKxKe
MpU HAJUYUU W3MEHEHW Ha 3JIeKTpOKapauorpaMme,
JUTUTETLHOM HapyIIeHWM COCTOSIHUS pebeHka. Teparnes-
TUYECKasl 103a Kalusl cocTaBisieT 2—4 MMOoJIb/KT 1 Oojiee
B 3aBUCUMOCTHU OT YPOBHS €ro B KpoBH. OTMeHa Tepa-
YU TTIPOBOJUTCSI MOCTEMEHHO, MOCJE TMTOJTHOW U CTOUKOM
HOpMaJIM3alliy YPOBHS 3JIEKTPOJIMTOB B KpoBU [7—9].
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CapkoneHnyeckoe OXupeHue y pedeHka ¢ rimkoreno3oM IXa tuna B couerannmn
¢ 303uHOUIBLHBIM 330¢haruTom u 00ae3nb10 Jlerra—Kanabse—Ilepreca

A.B. Hwbynouna', P.®. Paxmaesa’?, A.A. Kamanosa'?, /. B. Ycosa', A.M. Xazuesa',
A.M. Huemamyanuna', M 1. 3aiinemounosa’

'PreQy BO «KasaHckuii rocyaapCTBEHHbIN MeAULMHCKNA yHuBepcuTeT» Munagpasa Poccun, KasaHb, Poccus;
2TAY3 «[leTckas pecnybnvkaHckas knnHudeckas 6onbHuua» Munaapasa Pecny6nuku TatapctaH, KasaHb, Poccus

Sarcopenic obesity in a child with type IXa glycogenosis in combination with eosinophilic
esophagitis and Legg—Calve—Perthes disease

A.V. Ishbuldina’, R.F. Rakhmaeva', A.A. Kamalova'?, D.V. Usova', A.M. Khazieva',
A.M. Nigmatullina’, M.Sh. Zainetdinova?

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

IIpencrapieHo KIMHMYECKOE HAOJIOJEHHE 32 PA3BUTHEM CAPKONEHMYECKOro OXHpPeHUsl y pe0eHKa C INIMKOTreHOBO# 00Jie3HbI0
IX a Tuna. [IpuynHAMH Pa3BUTHSA CAPKONEHHYECKOTO OXKMPEHUS CTAIM, C OJHON CTOPOHBI, OTCYTCTBHE KOHTPOJISI 32 MHTAHHEM
pedeHKa: N30BbITOK JETKOYCBOSIEMBIX YIJIEBOIOB, XKUPOB U JeHIMT OejKka B (PAKTHYECKOM NUTAHUN Y TUTIOANHAMUS H3-32 HAJMYMS
Y peGeHKa OrpaHNYeHNs IBUTATEILHOTO PEKMMA BCJIEICTBHE NIePeHeCEHHBIX ONEePATHBHBIX BMEINATEILCTB 10 NOBOY 0oJie3nu [lep-
Teca, ¢ Ipyroii. B cTaThe oTpazkeHbl MPaKTHYECKHE THETOJOTHYECKHE PEKOMEHIAMH PEOEHKY CO CJIOKHBIM COYETAHUEM IJIMKOre-
Ho3a IX Tuna, capkonennyeckoro oxupenusi, 6ose3nu Ilepreca, a Taxke 203unoduabHOrO 330harura.

Karouesvte caoea: demu, 6oae3nu Hakonaenus 2nukoeena, eauxoeenos IXa muna, 303unoguavholit 330pazum, 6onesus Jlecea— Kanv-
ee—Ilepmeca, duemomepanus.

Ansa yntuposaums: ViwbynavHa A.B., Paxmaesa P.®., KamanoBa A.A., Ycosa [.B., XaauneBa A.M., HurmatynnvHa A.M., 3ariHeTanHoBa M.LL.
CapkoneHn4deckoe oxupeHve y pebeHka ¢ rnmkoreHo30oM IXa Tuna B coyetaHny ¢ 303MHOPUIIbHbIM 330¢arnTom 1 6oae3Hbio Jlerra—Kaibse—
lMepTteca. Poc BecTH nepuHaron v negmatp 2023; 68:(5): 89-94. DOI: 10.21508/1027-4065-2023-68-5-89-94

The article describes a clinical example of the development of sarcopenic obesity in a child with type IXa glycogen disease. The rea-
sons for the development of sarcopenic obesity were, on the one hand, the lack of control over the child’s nutrition: excess consump-
tion of easily digestible carbohydrates, fats and lack of protein in the actual diet and inactivity due to a child’s motor activity restriction
in view of surgical interventions for Perthes’ disease, on the other. The article provides practical recommendations on the example
of prescribing diet therapy to a child with a complex combination of type IX glycogenosis, sarcopenic obesity, Perthes disease, and
eosinophilic esophagitis.

Key words: children, glycogen storage disease, 1Xa glycogenosis, eosinophilic esophagitis, Legg—Calvé— Perthes disease, diet correction.

For citation: Ishbuldina A.V., Rakhmaeva R.F., Kamalova A.A., Usova D.V., Khazieva A.M., Nigmatullina A.M., Zainetdinova M.Sh. Sarcopenic
obesity in a child with type IXa glycogenosis in combination with eosinophilic esophagitis and Legg—Calve—Perthes. Ros Vestn Perinatol i Pedi-
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apKOMEeHWYECKOe OXHMPEHUE TPENCTaBIsIeT co0oit
KJIMHUYECKOE M (PYHKUMOHAJIBLHOE COCTOSIHUSI,
MpU KOTOPBIX COYETAHME OXUPEHUSI M CAPKOMEHUU
MPOSIBISIETCS  OTHOCUTEBbHBIM  YBEJIUYEHUEM KUPO-
BOII MaccChl IO OTHOLIEHMIO K MBbIIIeuHoil Macce [1—3].
IIpu cyuiecTBOBaHMM 3THUX ABYX COCTOSIHUI y OIHOIO

YyeJIoBeKa OXXMPEHUE U CapKOTIEHUST B3aMMHO YCUJIMBAIOT
BEPOSITHOCTh HeOJaronpusiTHeIX ucxonoB [4]. Kpowme
TOTO, COYETaHHWE HECKOJIbKMX TsDKEJIbIX 3a0oJeBaHU
MOTYT CJIYXUTb KOMOPOWIHBIM (POHOM, TIPU KOTOPOM
OIHO 3a00JieBaHUE YCWIMBAET OTPULIATESIbHOE BIIUSI-
Hue apyroro. B mpencraBieHHOM KIMHUYECKOM Cllydae
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ORCID: 0009—0009—6728—8428

XasueBa Asnicy MaparoBHa — cryzneHTKa VI Kypca neauarpuyeckoro hakyibTe-
Ta KazaHcKoro rocynapcTBeHHOTO MEIMIIMHCKOTO YHUBEPCUTETa,

ORCID: 0009—0007—8286—8821

Hurmarymuinia AnmHa MapatoBHa — cryneHTKa VI Kypca neanatpuyeckoro
(akynbrera KazaHckoro rocynapcTBeHHOTO MEAMIIMHCKOTO YHUBEPCUTETA,
ORCID: 0009—0000—4835—-2003

420012 Kasaub, yi1. Byrieposa, 1. 49

3aiiHetnuHoBa Manuna LlluranoBHa — Bpav-TieAMaTp TUArHOCTUYECKOTO OT-
neneHust J1eTckoii pecrydaMKaHCKOM KITMHUYECKON O0JIbHULIBI,

ORCID: 0000—0002—0767—541X

420011 Ka3zaub, ya. OpeHOyprckuii Tpakr, a. 140
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HaJW4YMe y TMaleHTa INIMKOTeHOBOM Oojie3nu [Xa tuma,
303MHOMUILHOTO 330(haruta U Oose3Hu Jlerra—
KampBe—Ilepreca mnoTpeboBajio 0coOOro BHUMAHUS
Ha 3Tare AMArHOCTUKMU, MTOCKOJBKY COYeTaHUe yKa3aH-
HBIX HO30JIOTHI 3HAYMMO BJIMSIIO Ha Ha3HAUYEHHYIO AUe-
TOJIOTMYECKYIO KOPPEKIUIO, Teparui M AajJbHEeHIINi
MPOTHO3 y JAaHHOTO pebeHKa.

I'mukorenoz IX Tuna (6one3Hp Xara) — ofHa
U3 CcaMbIX MSITKHUX (OpM TIUKOTEHOBBIX OOJIEe3HEI.
K XIVHWYeCKMM TpOSIBIEHUSIM 3a00JIeBaHUS OTHO-
cATCS  3alepXKa pocTa, TermaTOMeTaliusi, CUHIPOM
LINTOJIN3a, TUTIEPIUIUAEMUST, TUTTOTJIUKEMUsI, MeTabo-
JIMYECKUI alumao3, KeToHypus. 3abojieBaHUE XapaKTe-
pu3yeTcsl 10OpOKaYeCTBEHHBIM TeUYEHHEM, C BO3PACTOM
YMEHBIIAIOTCST KIIMHUYECKHEe CUMITTOMBI U HOPMAaJIU3y-
[OTCS OMOXUMMUYECKHe ToKa3aTeu [5].

DO3MHOMWIBLHBIN 330(aruT — XpPOHUYECKOE UMMY-
HOOTIOCPEIOBAaHHOE 3abojieBaHMEe THINEBOAA, XapaKTe-
pusylolieecss CUMIITOMaMM 330dareaibHON TUCHYHKIINN
U BBIPAXXEHHOM 303WHOMWILHON MHOWIbLTpalUed Clu-
3UCTOI 00OJIOUKM opraHa. JleTy TMpembsBIsIiOT Kaao0bl,
GoJiee XapaKTepHBbIe IJIsT TacTpo330thareabHOM pedIIioKc-
HOI1 60J1€3HM: U3KO0ra, 0011 32 TPYIUHOI, HEOOXOIUMOCTh
JUTUTETBHO TIepeXKeBbIBATh TMWIIY W 3aluBaTh €€ BOION
(«MeTeHHOEISIIIINe M MHOTO MBIOIIME» TalueHThI) [6].

Bonesnun Jlerra—Kamnee—Ilepreca — dopma mato-
JJoruu OelpeHHOI KOCTU M Ta300elIpeHHOTO CyCTaBa,
OTHOCSIIIAsICSI K TPYIINE OCTeOXOHIpornaTtuii. 3abosieBa-
HUE CUUTACTCS TOJMITUOJOTUYHBIM. BBIIEISIOT BpPOXK-
JIeHHbIe W MpHOOpeTeHHbIe (hakTophl prcka. K mepBoit
TPYIITIEe OTHOCSITCS MTUCIIIACTUYECKHWE W3MEHEHUST CKe-
JleTa, KO BTOPOM — XPOHWYECKOEe BOCTajieHue B oOia-
CTM Ta300eIpeHHOro cycTtaBa Ha (oHe WHQEKIIMOH-
HOTO 3a00JieBaHUsI, TPaBMATUYECKOTO TOBPEXKIACHUS.
VYkazaHHbIe (DAKTOPBI BEOYT K aceNTUYECKOMY HEKpPO-
JIN3Y TOJIOBKM OenpeHHOW KocTu. PaspyieHue xpsiia
U KOCTHOU TKaHM TOJIOBKU OEIPEeHHON KOCTU MPOUCXO-
JIAT TIOCTETIEHHO W HamboJiee YacTo BBISIBIISICTCS Y IeTelt
B Bo3pacTe cTapiie 5 jeT. dnnTenbHass TMMOOMIN3ans
JeTeil 00yCIOBIMBAET Pa3BUTHE TUTIOAMHAMUU U MOXET
MIPUBOINTH K M30BITKY MAcChI TeJla ¥ OKUpeHuIo [7].

Kiunnyeckoe Ha0moaenne. Majibunk B Bo3pacrte 7 JieT
u 11 Mec MOCTYNMMII B KJIMHUKY Ha TJIAHOBYIO TOCTIUTA-
JIN3a1uIo.

W3 anamHe3a 3a0071eBaHNS U3BECTHO, UTO B BO3pacTe
2 neT y pebeHKa BIepBbIe MOSIBUIUCH XKaJlOObI Ha OOIU
B XXMBOTE, OTPBIKKY, PBOTY, CHIDKEHHE aIlleTUTa TocIe
npreMa XWpPHOW TMIINKW. BbIsIBIeHa TermaToMeraaust
+3,5 cM, peArioiokeHa 00Jie3Hb HAKOIUIEHUS, peOeHOK
TOCTIUTATM3UPOBaH. B aHamM3ax KpoBU OoTMeYalicss CUH-
JIPOM LIUTOJIN3a BBICOKOM CTENEeHN: alaHMHAMUHOTPAHC-
depaza (AnAT) 1092 en/n, acnmapraramuHoTpaHcdepasa
(AcAT) 1646 en/m, B cBsI3M ¢ 4YeM peOEHKY BBHICTAB-
JIeH IWarHo3 TeTaTUTa HEYCTAaHOBJIEHHOUW 3STUOJOTHU
M Ha3HAuYeHbl TeMaTONPOTEKTOp U TMPETHU30JOH BHY-
tpuBeHHO. [1pu Beimucke koHueHTpauust ATAT u AcAT
cocraBuia 475 u 422 en/n COOTBETCTBEHHO.

UHUYECKUE CJTYHAU

B nmanbHeiiiem oOpasiibl KpOBU peOeHKa ISl Bepr-
¢dukanu auardHo3a ObUIM  HampaBieHbl B MOCKBY
IUISE MOJIEKYJISIDHO-TEHETUYECKOTO  MCCIIeOBaHUs.
B 9-m sk3oHe reHa PHKA2 BbIgBIIeHAa OTHOHYKIIEO-
tunHasa 3ameHa NM 000292.2: c. 884G> A (p.R295H)
B T€MU3UTOTHOM COCTOSTHUM. 10 JaHHBIM MPOBENEHHBIX
WCCIIeIOBaHM ObUT BBICTABJIEH IMAarHO3: «00JIe3Hb HAKO-
wieHus. I'mukoreHos 1Xa tuna, meyeHouHast popmar.

B Bospacte 3 ser memmarp OTMETWJI OTCTaBaHUE
(GU3MYECKOro pPa3BUTHS MaJlbuMKa. DHIOKPUHOJIOTOM
MUArTHOCTUPOBAH CYOKJIMHUUYECKMI TUITOTUPEO3, Ha3Ha-
yeHa Tepanus L-tupokcuHoM. B 3TOM 3Ke Bo3pacTe 1mosi-
BUJINCH 3KaJIOOBI Ha OBICTPYIO YTOMIISIEMOCTH, CIa0OCTh
B HOTax, TPYIHOCTH MPU XOAb0E MO JIECTHUIIE, KOCOTIa-
31e, HEYCTOMYMBOCTb TMOXOIKMU. PeOeHOK KOHCYJIbTH-
poBaH O(TAJbMOJIOTOM C AMArHO30M «pacXosiieecs
Kocorjiazue» M TPaBMaTOJOTOM-OPTOIENOM C JUarHo-
30M «BajbrycHas aecdopmaius cromn Il crernienn». Kpome
TOTO, B CBSI3M C XXajlobaMU Ha PUHOpPEI0, 3aJI0KEHHOCTh
HOoca B BeCEHHee BpeMsl KOHCYJIbTUPOBAaH ajuiepro-
JloroM, BbIsIBJIeH BbicOKWii TUTp IgE K 31makoBbiM —
10,20 ME/mn, nnarHOCTMpOBaH aJlJIepTUUeCKUil pUHUT,
BbI3BAHHBIN TMBUIBLIOW pacTeHUIi, MO MOBOAY KOTOPOTrO
Mo3aHee MPOBOAUIACH ajIepreH-CcrielinduyecKast UMMY-
HoTepanus (B Bo3pacTe 6 neT). KimHuueckue mposB-
JIEHUsI TJIMKOTeHOBOW Oosie3Hu [Xa Tura coxpaHsvCh,
U MauMeHT B BO3pacTe 3 JieT ObLI TOCIUTAIIM3UPOBAH
¢ XXajiobaMM Ha MHOTOKpPaTHYO pBOTY Ha (DOHE HOpMaJTb-
HOW TeMmIiepaTyphl Tejla, UTO, BO3MOXHO, ObUIO CBSI3aHO
C MeTaboJIMYeCKMMU HapyIIEHUSIMU; OObEKTUBHO OTME-
yajach BbIpaXkeHHasl reraromeranus (rmedeHb +10 cm
WU3-TIOA Kpast peOepHO 1yTH).

B Bo3pacTe 6 J1eT y MaTbuMKa MOSIBUJIMCH OOJIU B JIEBOIA
HUXXHEN KOHEUHOCTH, «yTUHas» Toxonka. [1o maHHBbIM
PEHTIEHOJIOTUYECKOTO MCCJIeNOBaHUSI ObLT BBICTABJICH
NMIUATHO3 <«IOHOIIECKUI OCTEOXOHAPO3 (OCTEeXOH/PO-
natusi) TOJIOBKU TMpaBoii U JIeBOW OEApeHHON KOoCTu
(6onesnp Jlerra—KanbBe—Ilepreca), 111 cranus. Ykopo-
YyeHMe JIeBOI HIDKHeil KoHeuHocTw Ha 14 mM. Ilnocko-
BasibTycHas aedopmaiius cror, Il crenenu». BoimonHeHa
ocreonepdopanys MEHKN JIEBOM U IMpaBOi OeApeHHBIX
KOCTel, MoIBepTEIbHOM U HafaleTadysipHO# 00J1acTei.
B Bo3pacre 7 et MaJbuMK XaJloBajIcs Ha OOJIM B HIDKHUX
KOHEUHOCTSIX, OTpaHUYEHWEe JBUXKEHUsI B Ta300enpeH-
HBIX CyCTaBaX, HapylieHue rnoxonaku. Ilociae nmpoBeneH-
HBIX MCCJIeIOBAHUI HaTIpaBJIeH Ha TTIOBTOPHOE XUPYPIU-
yeckoe JieueHue: anuduseone3 00bIIOro BepTeia JeBoit
OenpeHHoil koctu. Ha ¢oHe orpaHuveHus: nBUKEHUI
MocJie ONepaTUBHBIX BMEIIATEIbCTB, HEPAllMOHATbLHOTO
pexXuMa TUTaHMSI OTMedalach M30bITOUYHas MpuOaBKa
Macchl Tejia (MHAeKe Maccehl Tea 21,1 kr/m?).

B mocnemHiolo  rocnutanm3anuio  OOBEKTUBHO
obpamaloT BHUMaHME OXWUpeHue (z-score WHIeKca
macchl Tena/Bo3pact +2,43), MblllIeyHasi TUITOTO-

HUS HWXHUX KOHEYHOCTEH, YBEJIWYEHHBIH B OOBEMeE
JKMBOT 3a CYET TOAKOXHOM XKUPOBOM KJIeTYyaTKu, rera-
TOMeTaJuu — TIeYeHb BBICTYIAeT W3-TI0A peOepHOit
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IyrM Ha 3 CM, TJIOTHO2JACTUYECKOW KOHCUCTEHIIMHU.
B oG6miem ananmuze kpoBM 303uHOGMGMIMS, Oazoduius,
B OMOXMMUYECKOM aHaJn3e KPOBU — CHUHIPOM IIUTO-
mm3a (AnAT mo 65,0 en/n, AcAT 126 en/n), ToBbIlIe-
HHUE aKTUBHOCTU WIEIOYHON ocdarassl mo 342 en/m,
JIMTIOTIPOTEUABl HU3KOW TIIOTHOCTH — 3,83 MMOJB/I,
Jmaktata — 4,76 MMOJIb/JT; CHIKCHBI YPOBHU TJIIOKO3BI
110 2,7 MMOJIb/J1, JIMTIOTIPOTEN OB BHICOKOU MIIOTHOCTH —
1o 0,84 Mmmob/m.

CoryiacHO pe3yJbTaTaM yJbTpa3ByKOBOIO UCCIeN0Ba-
HUST 9XOT€HHOCTh TTapeHXUMBI TIeUeHN YMEPEHHO TTOBbI-
1I€HA, COCYAUCThI PUCYHOK YMEPEHHO OOEIHEH, SIBJie-

LHEIME COCTARD Teas

HUS cTeaTo3a, TpaBasi oIS yBenudeHa — 123 MM, JieBast
nonst yBenmmdeHa — 62 MM. [lo maHHBIM 37actorpaduu:
FO nmo MeraBup. [lo maHHbIM 330(haroracTpoayoaeHo-
CKOMUU OMNpPENessIioTCsl MPU3HAKU  D03UHODUIBHOTO
a30dharuTa: CiIu3ucTas 00O0JOYKa MUIIEBONA Ha BCEM
MPOTSKEHUM MaToBasi, OTeUHasl, COCYIUCThIII PUCYHOK
pE3KO CcMaszaH, OMpPENesslioTCs MPONOJbHbIE OOPO3JbI,
HUPKYJsipHble Kousblia. [Tpu Mopdonornyeckom uccie-
IIOBAaHUU OWOIITATOB CIU3UCTON OOOJIOUKM TMHIIEBOIA
BbIsSIBJIeHA 203UMHOMWIbHAST WH@UIbTpaUUst (B HUX-
Heit Tpetnt 10—25 B 1/3peHUs W B BepXHEW TpeTH —
1o 10 B n/3peHust). C yaeToM KOMOPOMTHOCTHM MAlIUEHTa,
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Pucynok. TIpOTOKOJI OlleHKH KOMIIOHEHTHOTO COCTABA TeJIa GOJIBHOTO C IIMKOreHo3om IX Tuna ¢ noMoupio 0MOMMIEIAHCHOTO AHAIN3A.
Figer. Protocol for assessing the component composition of the body of a patient with type IX glycogenosis using bioimpedance analysis.
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KJINMHUYECKUE CJTYHAU

Tabauya. CyTouHOE MEHIO-PACKIIAAKA C SHEPreTHYeCKOil IEeHHOCThIO MPOLYKTOB

Table. Daily menu with energy value of products

Ne  Bpems Burona/ mpomyKTeI

Kanopuit

Benku, r
HOCTb, KKAJ

XKupsl, r  Yriesoasl, r

Kpyma oBcsiHast — 40 T
. BbesnakTo3Hoe Mosioko — 200 M
1 07:00 o
SvuHbIi OesloK B Kamry — 23 1

CimBouHoe Macio 60% — 5t

TBopor 1% — 301

HNorypr dpyxrossii 1,5% — 100 r
Xnebupl BadeabHbie — 18 T

ITacTa apaxucoBas 6e3 caxapa — 10T

2 09:00

MakapoHnsbl B cyxoM Buae — 40 T
Kypunas rpynka — 351

Macno pacturenbHOe — 5T
ITacta TomatHasg — 10 T

3 11:00

228 12,3 7,8 27,3

230 13,7 7,1 26,9

230 12,9 6.4 29,7

Dapir u3 KypuHoi rpyaku — 20 T + Tensubeii BeIpe3ku — 20 T

Jlyk penyateiit — Sr
MopxkoBs — 10T
PacturtensHoe Macio — 5t
Puc B cyxom Bune 30
Kaptodenr — 45

4 13:00

I'pynka unaneiiku — 50 T
Jlyk peruarbiii — 20 r
I'peuxa B cyxom Bune — 40 r
Macno pactutenbHoe — 6 T

5 15:00

Benok suansiii — 60 ©

Macno pacturesbHOe — 4 T
Mouoko 6e31akTo3Hoe — 90 M
X71e6 cenbckuit — 40 T

6 17:30

Tpecka — 100 T
Kaprodenab —130

Coip 10% — 14T

MacJo pacTUTeTbHOEe — 2 T

7 20:00

Kykypy3Hbiit kpaxman — 55

Moutoko 6e3nakrosHoe 1,5% — 200 M
I'mioKo3HbIM cUporr — 51

BanwimmH I r

8  22:00

231 11,9 6,5 32

228 13,7 7,3 28,4

232 13 7,25 28,7

238 12,1 8,32 29

288 6,55 3,33 61,2

Hroro: 1904 96,15 54,1 258,1

HEOOXOIMMOCTU TUETOJOTUUECKON KOPPEKIINU peOeHOK
ObIT KOHCYJNBbTUpOBaH auetosoroM. C Ienblo ompene-
JIEHUST KOMITOHEHTHOTO COCTaBa Tejla y pebeHKa ¢ OXHU-
peHreM TIpoBeleHa OMOMMITETAHOCMETPHST (CM. PUCY-
HOK). OTMeuaeTcsT 3HaYUTENIbHOE YBEIUYeHUE XKUPOBOMA
MaccChl, Ie(MUINT MBIIMIEYHON MacChl — CapKOIEHWUSI,
cHUxeHue ¢daszoBoro yriaa — 1o 3,9 0 (nmpu Hopme 5,4 0
u Bbiie). [1o mTaHHBIM CerMeHTapHOTO aHaju3a pacrpe-
JleJIeHNs] KOMITOHEHTOB Tejla OTMeUYaeTCsT 3HAUUTeTbHbII
neduinT Tolei (0e3X1MpoBoii) MacChl B HUIDXKHUX KOHEU -
HOCTSIX. DTO OOBSICHSETCS BBIHYXICHHOW TUITOAMHA-
MHeI Ha TIPOTSKEHUU 6 Mec — peOeHKY Hellb3sT TaBaTh
OCEBYI0 HArpy3Ky Ha HWXHUE KOHEYHOCTH B TeUYeHHUE
12 Mec ¢ MOMeHTa OTTepaTUBHOTO BMEIIIATEIbCTBA.
AHanu3 paKTUIECKOro MUTAHUST AaHKETHO-OIPOCHBIM
METOIIOM TTOKAa3aJj, YTO CPEIHSST KATOPUIMHOCTh pallioHa
coctaBuia 1926 kkan, comepxkanue 6enka 67 t (14,3%),
xupoB — 63 1 (30,3%), yrmeBogoB — 261 1 (55,4%).
Takum oGpa3om, BbISBIEHBI AeDUIMT Oejika, U30bITOK

KAPOB, HOPMaJIbHOE CONEpKaHWe YIJIEBOIOB B OTCYT-
CTBUM W30BITKA KaJIOPUHHOCTM panroHa. KadecTBeH-
Hag olleHKa (haKTUIEeCKOTO MMUTAHUSI BBIBUIIA Y peOeHKa
M30BITOK TTOTPEOIEHUST JIETKOYCBOSIEMBIX  YTJIEBOJIOB,
YTO CIYXKUT BEPOSITHOM MPUYMHON TTOBBIIIEHUST YPOBHS
JlaKTaTa KPOBH.

O1nieHKa (U3MOJIOTMYECKUX MOTPEeOHOCTeH Y pebeHKa
C COYETaHHOW Tarojorveil — rIMKoreHo3oM IXa Tura
U CapKOIIEHWYECKUM OXHMPEHUEM — COCTaBUJIA OIpe-
JeIeHHbIe TPyIHOCTU. TakK, Mo KIMHUYECKUM PEKOMEH-
JAIUsIM TI0 BEICHUWIO JETel ¢ TJIMKOTeHOBOI 0OJIe3HBIO
MOTPEOHOCTH B SHEPTMU M MaKpOHYTpHUEHTaX Y JeTeid
7—10 net coctaBasitoT 2349 KKaj, U3 HUX Ha OEJTKOBBIN
koMmmoHeHT npuxoautcsa 20% (115 1), Ha XUpoBOl —
25% (63 ) u Ha yraeBomHbIM — 55% (315 1) [5]. OmHako
HaJlnure CapKOTIEHUYECKOTO OXUPEHUST TpebyeT MHIU-
BUIYaJbHOTO pacyeTa MOTPEOHOCTH B SHEPTUM M MaKpPO-
HyTpueHTax. COmTacHO KJIMHWYECKUM PEKOMEHIALINSIM
MO OXUPEHUIO NETIM PEKOMEHAYEeTCS HOPMOKAJTOpHii-
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HBI PallMOH C OTPaHWYEHUEM JIETKOYCBOSIEMBIX YTJIe-
BosoB 1 xupoB [8]. CornacHo «Hopmam dbusmnonorunye-
CKUX TTOTPEOHOCTE B HEPTUM W TIMINEBBIX BEIIeCTBaX
JUIST pa3IMIHBIX TPYIT HaceneHust Poccuiickoit denepa-
un» pedeHky 7—10 jieT HeoOX0AMMO Ha3HAUYUTh PAlIMOH
kanopuiiHocThio 2100 kxan [9]. OgHako TpyU HAIUYUU
JIBUTATEJIbHBIX OTPAaHUYEHUI yBETMUEHNE KaTOPUIHHOCTH
pamroHa HelleixecoobpasHo. [ToaTomMy mpu coxpaHeHUN
MpeXHel cpeaHell KaJOPUWHOCTA TPOBOJAWIICS pacyeT
MaKpOHYTPHEHTOB COTJIACHO PEKOMEHIALIUSIM TT0 THEeTO-
Tepanuy Npy rmKoreHoBoi 6ose3nu [10]. Takum o6pa-
30M, MPU CYTOYHOM KaJOPUMHOCTHU pauroHa 1926 kkai
PEKOMEHIyeMblil YPOBEHb MOTpeOJIeHUs Oesika COCTaBUIT
941 (20%), xupoB — 521 (25%), yrnesomnos 260 1 (55%).
PexoMeHmaumu Bpada-IMeTONIOra BKIIOYAIU CTaHIapT-
HbIe PEKOMEHIAIINU TI0 MTUTAaHUIO JAETEM C TIMKOTeHOBOM
00JIe3HBIO0 C COOJTIOIEHNEM YacTOro IPOOHOTO KopMite-
HUSI, YIOTpeOIeHneM Tiepel CHOM KYKYpy3HOTO Kpax-
Majia, MCKIIOUYEHMEM caxapocoJepxKallux MpOayKTOB,
a Takke peKOMEHIALIMK 10 TMTUTAHWIO MPU TaCTPOAYOIe-
HUTe 1 330¢arute. [IpemTokeHHOE TUETOJIOTOM CYTOY-
HOE MEHIO TIPEJICTAaBICHO B TaOJIHUIIE.

00cyxaeHue

IIpencraBieHHBI KIMHUYECKUI CiIydail JIeMOH-
CTpUpPYET coueTaHMe INIMKOreHOBoU Oosie3nu IX a tuma
¢ Oonesnbto Ilepreca, 303MHOGMWIBHBIM 330(aruToM
U CapKOTIEHUYEeCKUM oxXupeHueMm. CIO0XHOCTh BeACHMUS
TaKOro MalMeHTa 3aKJII0YaeTcsl B pa3BUTUU 3aMKHYTOTO
Kpyra OTpUIIaTeIbHOTO BIMSIHUSI KaXIIOro U3 3aboJieBa-
HUI Ipyr Ha npyra. Tak, BBUAY pa3BUTUS TUTTOTTTUKEMUN
U ee KyMMpPOBaHUsI C MOMOIIBIO JIETKOYCBOSIEMbIX yTJie-
BOJIOB y TIAlIMEHTAa C BBIHYK/IEHHOU TMITIOAMHAMUE pas-
BUBAETCSl OXMpPEHHUE C Ne(UIIMTOM MBIIIEYHO MacCChl.
I'umonuHamMust Ha TPOTSKEHUM JTUTETBHOTO BPEMEHU
(6 Mec) TIpuBesia K YCYTyOJIeHWIO capKomeHuu. BBumy
TOTO YTO IJTUTEJIbHOCTh PEXMMa C OTpPaHUUYEHUEM OCEBOIt
Harpy3ku COCTaBJISIET He MeHee 12 Mec, OCHOBOI Jieue-
HUS B JaHHOM cJIyJae ctaHoBUTCS nueTtorepanus. C yde-
TOM COXPAaHHOCTH JIBUXKEHUI B BEpXHEM TIJIEYEBOM TOsICE
M MBIIIAX CIIMHBI JaHbl PEKOMEHIALMU 10 JieYeOHOM
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JIMarHoCcTHKA COYETAHHOM HACJIEICTBEHHOM CepaeYHO-COCYAMCTOM MATOJI0rMM y MOJAPOCTKA
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Diagnostics of combined hereditary cardiovascular pathology in a teenager

D.I. Sadykova'?, 0.S. Groznova®=>, G.V. Pirogova’, E.S. Slastnikova®’, L.F. Galimova'>’,
N.N. Firsova’, A.A. Kucheriavaia’, Ch.D. Khaliullina’

'Kazan State Medical University, Kazan, Russia;

2Kazan (Volga Region) Federal University, Kazan, Russia;

SPirogov Russian National Research Medical University, Moscow, Russia;

“Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research
Medical University, Moscow, Russia;

SCharity Fund for medical and social genetic aid projects “Life Genome,” Moscow, Russia;

60msk Central District Hospital, Omsk, Russia;

“Children’s Republican Clinical Hospital, Kazan, Russia

JlunaranuoHHass KApAMOMHMONATHS — OJHA U3 BedyIIMX MPUYMH CepAevHoi HenocTaToyHocTd Yy neteii. [IpencrasieHo onucanue
namuenTa 12 JieT ¢ InIaTauMoHHOi KapAMOMHONATHEH ¥ TeTePO3UIOTHO CeMeiiHO# runepxoJjiecTepuHeMueii, epeHeciiero onepa-
THBHOE JIeYeHHe 10 UMILIAHTALMH CHCTEMbI 00X0/1a JieBoro xkeaynouka Abbott HeartMate 111 B kadecTBe MOCTA K TPAHCILIAHTALMH
JIOHOPCKOTO cepaia. YCTaHoBIeHHe TOYHOTO JUATHO3A B MPEACTABIEHHOM HAOIIONEHUH CTAJI0 BO3MOXKHBIM 0J1aroAapsi NpuMeHeHUIo
COBPEMEHHOr0 MOJIEKY/ISIPHO-TeHeTHYECKOT0 MeTo1a — MoJiHoreHoMHoro uccienosanus JJTHK meronom cekBeHupoBaHusi ciieayio-
mero nokoyiennss (NGS). Onucanue JAHHOTO CJIy4asi IOMOKET PACHIMPUTH CIIEKTP BO3MOKHBIX KIMHUYECKHUX MPOSIBJICHHIA AWIATA -
HUOHHOW KAPAMOMHONIATHM U HATIOMMHAET HAM 0 BaKHOCTH IMHAMUYECKOT0 HA0II0IeHHsI 32 IETbMH € HAPYIIEHUsSIMH PUTMA cepaua.

Karouesvie caosa: demu, dunamayuonnan KapouoMuonamus, cemMeiinas eunepxoiecmepuHemMusl, CeK8eHUpo8anue 2eHOMA, Mexanuie-
cKkas noddepicKa KpogoobpaujeHus.

Ansa untnposanns: Cagvikosa .., [posHosa O.C., Muporosa I.B., CnactHukoBa E.C., lanumosa J1.®., dupcosa H.H., Kysepsisasi A.A.,
XanunynnmHa Y.[. narHocTnka coyeTaHHoV HacaeACTBEHHOM CepAeyHO-CoCyaANCTOM nNaronoruv y noapocTka. Poc BECTH nepuHaTon v neam-
arp 2023; 68:(5): 95-101. DOI: 10.21508/1027-4065-2023-68-5-95-101

Dilated cardiomyopathy is one of the leading causes of heart failure in children with a variety of clinical characteristics. A 12-year-old
patient with dilated cardiomyopathy and heterozygous familial hypercholesterolemia, who underwent surgical treatment for implanta-
tion of the Abbott HeartMate I1I Left Ventricular Assist Device as a bridge to donor heart transplantation, is presented. Establishing
an accurate diagnosis in the presented observation became possible thanks to the use of a modern molecular genetic method — whole
genome DNA testing by next generation sequencing (NGS). The description of this case will help expand the range of possible clinical
manifestations of dilated cardiomyopathy and reminds us of the importance of dynamic monitoring of children with cardiac arrhythmias.

Key words: children, dilated cardiomyopathy, familial hypercholesterolemia, genome sequencing, mechanical circulatory support.
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KapauoMHuoIriatudgd  IpeacTaBiIsdCcT

WiIaTaloOHHas B TEPMUHAJIBHOW CTaauU CepAeYHON HEIOCTATOYHOCTH
coboii 3aboyieBaHME CEpACYHON MBIIIIIBI, XapakK-

TpaHCIUTaHTallMA CcepAna HE MOXKET OBITh IIpOBEACHAa

TepU3YIOIIEeCs YBEJIMYEHUEM KEeTyTO0YKOB U CUCTOJIM-
yecKol IMC@YHKIMEe MUOKapaa, KOTOpoe HEYKIOHHO
MpOrpeccupyeT BILUIOTh 0 CEPAEYHON HENOCTaTOYHOCTH
u JertaapbHoro ucxoxa [1, 2]. ExeromHast yactota BHe-
3aITHOM CMEPTH Y TaKUX JeTeil coctaisieT oT 2 mo 3%
[3, 4]. B meguaTpuyecKoil MOMyISIIIUN TUIaTallMOHHAS
KapauoMuonatus B 45% ciydaeB CIYXWT TMOKa3aHUEM
K TpaHCIUIaHTallMu cepaua. HekoTopelM mnainueHTam

B BUIY TSDKECTH MX COCTOSTHMSI W/WJIM HECOOTBETCTBUS
KPUTEPUSAM JIJisI IPOBEACHUSI TaHHOM Mpoleaypbl. KpoMe
TOTO, IOHOPCKUE cepjlla He BCeTaa JOCTYMHBI, B CBSI3U
C YeM MexaHuyeckKass ToaJepXKa KpoBOOOpaleHUsI
MOXeT OBITh MCIMOJIb30BaHA KaK KPaTKOCPOYHOE pellie-
HUE B KayecTBe «MOCTa K TpaHCIUIaHTalluu». B cBs3u
C pa3pabOTKOIl HOBBIX BUIOB «HACOCOB» U YIOBJIETBO-
PUTENbHBIMU pe3yJIbTaTaMU UX MCIIOJIb30BaHUS BCITOMO-
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raTeJibHOe yCTpOMCTBO JeBoro xenynouka (LVAD — left
ventricular assist device) Bce yalle crtaayd paccMaTpuBaTh
B KavyeCTBe aJIbTePHATUBHOTO JICYEHUSI.

Or 25 o 50% cnyyaeB 3a00JieBaHUST JUIATALIMOHHOMN
KapaIMOMUOIIaTUE WMMeeT HAaCJeICTBEHHBI XapaKkTep
[5, 6]. IMatodusmonornuecknii MexaHM3M peaanu3alun
HAaCJIe[ICTBEHHBIX (hOpM AMIATAlIMOHHON KapAMOMUOTIa-
THUM CBSI3aH C TeHaMU, KOAUPYIOIIUMU CUHTE3 CapKOMep-
HBIX OEJTKOB, KOMITOHEHTOB LIMTOCKeNIeTa, OEJTKOB siIep-
HOI1 000JI0YKM 1 MOHHBIX KaHasoB [7]. Haxe cpeau hopm
MUIATAMOHHOM  KapaUOMHUOIIAaTUM, OOYCJIOBIEHHBIX
HETeHETUYECKMMU TPUYMHAMU, TAKUMM KaK TMIIEPTO-
HUs1, 3200JIeBaHMS KJIalaHOB cepAlla, BOCHAIUTEbHbIE/
MHOEKIMOHHBIE 3a00JeBaHUS W TOKCUHBI, TeHEeTHYe-
CKUI (POH MOXKET BIUSTh Ha KIMHUYECKUE TTPOSIBICHUST
3a001eBaHMS ¥ TPOTHO3 [5]. OmHMM U3 TSKEITBIX 3a001€e-
BaHUI, YBEJMYMBAIOIINX CEPACYHO-COCYIUCThIE PUCKU,
SIBIIIETCS CeMeWHasl TUIepXxojecTepyuHeMusi. 3abose-
BaHUE WMeEeT HAaCJeICTBEHHBIN XapakTep, TepenaeTcst
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UHUYECKUE CJTYHAU

MPEUMYIIIECTBEHHO ayTOCOMHO-IOMWHAHTHBIM ITyTEM,
BBI3BIBACTCS MyTallMeli TeHOB, BIUSIONIMX Ha OOMEH
JINTIOTIPOTEUIOB HU3KOW TIJIOTHOCTU. B pesyibTare
y 4eJioBeKa C POKIEHMS TTOBBIIIEH YPOBEHBb JIMIIOMPO-
TEUI0B HU3KOI TIJIOTHOCTHU, YTO TIPUBOIUT K aTepOCKIIe-
POTUYECKOMY TTOPAKEHUIO COCYIOB, TIPEUMYIIIECTBEHHO
KOPOHApHBIX apTepuil, U KIMHUIECKOW MaHU(eCTaluu
UILIEMUYECKON 00JIe3HU cep/lia B MOJIOJOM U JaXe NeT-
CKOM BO3pacTe.

BhITloTHEHE TEHETMUYECKOTO WCCIIEAOBaHUS Jaxe
Ha YpOBHE TaHelleli TeHOB MOXET MMEeTh JUAarHOCTUYe-
CcKy1o 1eHHOCTh 10 40% npu mwiatalMOHHONW Kapauo-
Muonatnu. B HacTosiiee BpeMsl 3TO CYUTAETCS DKOHO-
MHUYECKN 3G @MEKTUBHBIM AUATHOCTUYECKUM TTOAXOIOM.
IpuMeHeHne AT MOJIEKYISIPHO-TEHETUIECKOM TUarHO-
CTUKHW METOIOB C IMPOKUM TTOKPBITEM reHoMa (TTOJTHO-
TeHOMHOE M TIOJTHO9K30MHOE CEKBEHMPOBaHUE) MO3BO-
JISIET TIOBBICUTH JWATHOCTUYECKUI BBIXOH Ha JECSITKU
npoueHToB. OO6HapykeHUe CHelu(@UIeckKoro TreHe-
THUYEeCKOoro cybcrpara (Kay3aTMBHOTO TE€HETHMYECKOTO
BapuaHTa), OObSICHSIONIETO 3a001eBaHE, MOXKET UMETh
BaXKHbIE TTOCIEACTBUS 1T KIIMHUYECKOTO BEIEHMS, OCO-
GEHHO IIJIST CEMEMHOTO KacKaaHOTO CKpUHWHTA, OTITUMU-
3alMM MEIMKAMEHTO3HOTO JICUEHUST U YIYJIIEeHUST CTpa-
TUUKALIMA apUTMUIECKOTO prcka [8].

B craTbhe mpuBeIeHO OnMMcaHWe MalueHTa ¢ UMIUTaH-
TUPOBAHHON CHUCTEMO 00Xoma JIEeBOTO KeJymoukKa
Abbott HeartMate 111 Ha (poHe XpoHMUECKOI1 cepreuHoit
HEIOCTATOYHOCTH TMPU AWIATALIMOHHOM (DeHOTHTIE Kap-
JVOMHUOITATUM B COYETAHWU C TeTEPO3UTOTHOM (hopMOit
CEMEMHON TUIIepXOJIECTEPUHEMHUH C TTOJTHBIM MOJIEKY-
JISPHO-TEHETUYECKUM TTOATBEPXKICHNEM TUArHO3a.

Kaunuueckuii cayuaii. Ilesouka K., B 2022 r. (B Bo3-
pacte 12 ser) Obula HampaBieHa Ha oOcienoBaHuUE
n HabmoaeHne B Pecnyonukanckuii LleHTp aummmono-
ruu ist neteit JleTckoit pecny0aMKaHCKOM KITMHUYECKOM
OonpHULIEI, TIpoBeneHHble B HMUILl mm. akamemuka
E.H. MemankuHa mist onepaTuBHOIO JIeYEHUs C aua-
rHo3oM: «MKBbB-10 [142.0] JdunataimoHHasi Kapauo-
muonatus. HemoctaTouHOCTh MMTpPaJbHOTO KiamaHa
I crenenn. Cocrosinue mocne omnepanuu (08.12.2021)
WMITJIAHTAIUsI CUCTEMBI 00XOma JIEBOTO KeJyaodKa
Abbott HeartMate II1. XpoHnyeckas cepmeyHast HEHO-
CcTaTOYHOCTh 2A creneHu. OYHKIMOHAIBHBINA KJlacc
2. T'uniepxonectepuHemus (?). ComyrtcTByomiee 3ab0-
neBanue:. cuHIpoMm Bounbda—IlapkmHcona—VYaiira,
MaHudecTHbI. [lapokcu3aMalibHass —CynmpaBeHTPHUKY-
JIIpHast TaXUKapaust. DK30TeHHO-KOHCTUTYLIMOHATbHOE
oxupenue Il crenmenun. OpraHuyeckoe paccTpoiCcTBO
JIMYHOCTU C JIETKUM KOTHUTMBHBIM W YMEPEHHBIMU
SMONIMOHANIBHBIMUA HapylieHus M. HouyHoit aHypes».
OT poauTessi MOJYy4eHO IMUCbMEHHOE T0OpPOBOIbHOE
WH(MOPMUPOBAHHOE COIIacue Ha MyOJMKAIUIo OIMKca-
HUS KJIMHUYECKOTO HAOTIONeHNS.

IMpy TOCTyTUTIEHUU AeBOYKA TIPEIbSIBIISIIA KATOOBI
Ha OBICTPYIO YTOMJISIEMOCTb, YYBCTBO HEXBATKU BO3-
nyxa Tpy (pU3UIecKoll Harpy3Ke, CHVMXKEHHE alTeTHTa,
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KOTOpBIE OHA CTajla OTMeuaThb y cebst ¢ 11-J1eTHero Bo3-
pacta. Pomuresneit manmeHTKN OECIIOKOMIT MMEIOIINIACS
y pebeHKa TOBBIIIEHHBIN YpOBEHb OOIIETO XOJeCTepUHa
(7,32 MMouib/11 TIipu HOpMeE 10 5,3 MMob/a, 95-i1 mep-
LIEHTWJTb JIJIST TI0JIa ¥ BO3pacTa), KOTOPHIiA BITepBbIe 0OHA-
pyxunu B 2021 1. [9].

ITpr 06BEKTUBHOM OCMOTPE POCT MALIMEHTKU COCTAB-
g 165 oM, macca Tema 86 Kr (MHIEKC MacChl Tela
31,6 kr/m?, z-score +2,11), 4TO CBUAETENLCTBYET O HAJIU-
yuu oxupeHus. Obpaiiiag BHUMaHue TocaeonepaloH-
HBII KeJIOUIHBIN pyOell 1o TepeaHeil CpenMHHON JTMHUN
IpyaHON KJeTKHW. JIleBouKa MMeeT Ha cebe MeXxaHude-
cKkoe ycrpoliictBo Abbott HeartMate ¢ HeGOMBIIION CyM-
KOI ¢ Tapoii CMEHHBIX aKKYMYJIITOPOB, MOAKITIOYaeMBbIX
K anmapary ¢ ITOMOIIbIO BEIBEIEHHOTO B OKOJIOITYTIOYHOM
obnacTy HapyxXy Kabenss. Ha Koxke crimHBI, KOHEUHO-
CTell M KMUBOTA TMALIMEHTKU BBISIBJIEHBI PO30BBIE CTPUM.
ITpu ayckynbTaluu TOHBI Cep/lia MPUITYIIEHbI, pUTMUY-
HbIE, BBICIIyIIIMBAeTCs IIyM arnapaTa Abbott HeartMate.

Anamues ocusnu. PeGeHOK oT 4-ii GepeMeHHOCTH,
MPOTEKaBIIIEe ¢ TOKCUKO30M M aHEMME, TPETbUX POIOB
Ha cpoke 39 Hen. Macca Teyia npu poxxaeHun 3600 r, mim-
HoOI1 Tesa 53 ¢M, OKPY>KHOCTb I'OJIOBBI 35 CM, OKPY>KHOCTh
rpynu 33 cMm. bblia BeInMcaHa U3 pojajioMa ¢ TMarHO30M
«epebpanbHast umeMus | cteneHn, CHHAPOM BO30YXIe-
HUSI, HEOHaTaJbHas XenTyxa». dusznueckoe M HEPBHO-
MICUXWYECKOEe pa3BUTHE Ha TEPBOM TOMY KU3HU OBLIO
06e3 0COOeHHOCTE1A.

CeMelHBI aHAMHe3 OTITOIIEH IO CepAeYHO-COCY-
JIUCTHIM 3200JIeBAaHUSIM: OTMEUAETCST TIOBBIIIEHHBIN YPO-
BeHb OOIIEro XoJiecTepuHa y Marepu — 5,8 MMOJIb/T,
MPUHUMAET CTaTUHBI;, ¥ OTIa YPOBEHb OOILEro XOJIeCTe-
puHa 8,7 MMOJIb/JI, CTaTUHBI HE MPUHUMAET; NeaylIKa
10 MaTEePUHCKOM JIMHUU yMep B BO3pacTe 56 JieT 1mocie
TpeThero MHpapKTa MUOKap/Ia.

Anamnues 3aboneéanus. B Bo3pacre omHOTO rona Oblaa
TOCMTUTATM3UPOBAHA C TMArHO30M «CHHIpOM Bombda—
IMapkuncona—VYaiita (WPW)». Ha snekrtpokapmno-
rpamme (DKI) peructpupoBaiuch CUHYCOBBIN PUTM,
TaxuKapaus ¢ 4acToToit cepaeuHbix cokpaineHuit (HCC)
176—200 yn/MuH, OTKJIOHEHWE »BJIEKTPUIECKON OCHU
cepaua BieBo; peHomed WPW, tunt b. Ilpn3Haku 1moBbI-
IIEHMS DJIEKTPUIECKON aKTMBHOCTH JIEBOTO JKEJIYIOYKa,
BbIpak€HHas 2JIEKTpUUYecKasi ajibTepaliusl XKeJayIT0qYHOro
KOMITJIeKca.

Crenyroias rocnuTaau3anus y pedeHka mpou3oliia
B BO3pacTe 4 JIET ¢ IMarHO30M «3dHIIedaonaTus Ha (hoHe
pe3uayaibHo-opranndeckoro rmopaxenus LHHC. duzap-
Tpusi, cMelaHHbli Tur. OO1iee Hegopa3BuTue peyu 1V
ypoBHSI. «COIYTCTBYIOIIMI AMATHO3»: MOJHas OjoKamaa
JIeBoii HOXXKM Tryuka ['mca. Hecrrenmmudpuyeckoe nuddys-
HOE€ HapyllleHUe Tpollecca Pernosipu3alu MUOKapaa».
Ha ¢oHe nedyeHus y 1eBOYKM OTMEUYeHA TTOJOKUTETbHAS
MTUHAMUKA COCTOSTHUST LIEHTPaJIbHON HEPBHOI CHCTEMBI
B BUjE YJYYIIEHUs 3BYKOIPOU3HOIICHUS, PACIIMPEHUST
CJIOBApHOTO 3araca, TMOSIBICHWS MHTepeca K 3HAHMIM,
VIAYYIIEHUS MEJTKO MOTOPUKH.

[eGroT HacTosiero 3aboaeBaHust B Bo3pacte 12 Jer,
Korjga peOeHOK ObLUI TOCTIUTATU3UPOBAH C TMPUCTYTIOM
OPTOAPOMHOM TaXUKapAWK, KyITUPOBAaHHOW BHYTPUBEH-
HBIM BBeleHUEM aneHo3uHTpudocdara. [Ipu nanbHeii-
1meM obcliefoBaHUU TI0 pe3yJibTaTaM 3XoKapauorpaduu
BIIEPBbIE BBISIBJIEHBI YBEJIMUEHUE JIEBBIX OT/IEJIOB Cep/lia,
cucToJIMYecKasi MUOKapauajibHass MUC(HYHKIIMST JIEBOTO
xeynouka (dpakiums BbiOpoca 1o metony Teiixosblia
coctaBuia 31—52% mnipu Hopme Gosiee 60%), TTOBBIIIEH-
Hasli TpaOeKyJSIpHOCTb JIEBOTO KeJyJd0ouKa, MapalroTo-
00pa3HbIi MUTPATLHBIN KJIaraH, HeBbIPaXKeHHBIN CTEHO3
M HEIOCTaTOYHOCTh MUTPAJIbHOTO KJIarlaHa.

ITanmenTka ObLTa HaIpaBlieHa Ha majdbHellIee
obcnenoBanue u aeyeHnue B HUUM kapauonorun Tom-
CKOTO HallMOHAJIbHOTO MCCIEI0BATEIbCKOTO MEIUITMH-
ckoro 1eHTpa. Ha OKI y pebGeHka 3apernctprupoBaH
cunycoBbiit putM ¢ YCC 91—111 ya/mMuH ¢ mpusHa-
KaMmu MpenBo30yxneHus xkeaynoukos. [Tpu axokapamno-
rpauu oOHapyXeHa BbIpakeHHasl AujaaTallvsl JEBBIX
Kamep cepaua (nuameTp JieBoro mpexacepaus 51 Mw,
KOHEUHBI IMACTOJIMYECKUIT 00bEeM JIEBOTO XKeIyaouKa
323 cM?, KOHEYHBI CHUCTOJMUYECKUI OOBEM JIEBOTO
Xenygodka 216 ¢cMm’) u mpaBoro Xejayaouka (Iumamerp
MpaBoOro Xejgynodka 28 MM), CHUXXEHUE COKPaTUTEb-
HOIi CMTOCOOHOCTU MMOKap/a JIEBOTo Xeyaouka (ppak-
1S BBIOpOca JieBoro kemymouka mo Cumricony 30%),
MpPU3HAKM HEKOMITAKTHOTO MUOKapia JIeBOTO XeJly-
noyka, MuTpainbHas peryprutaumsi III-1V crenenu,
TpUKycnuaanbHas peryprutanus I crenenu. I1pu mpo-
BEICHUN XOJTEPOBCKOro MoHuUTOopupoBaHusi DKI
BBISIBJICHBI CJIEIyIOIIe 0COOCHHOCTH: CUHYCOBBII PUTM
C TIpU3HaKaMu TpesK3uTalus, mupokue (1o 200 mc)
nedopMupoBaHHEIle KoMIieKChl QRS. B anammsax
KPOBU BBISIBJIEHBI TUIIepXoJecTepruHeMUsT  (OOIIMi
XoJiecTepuH 7,32 MMOJIb/J1), TTOBBIILIEHUE YPOBHS JIaK-
TataeruaporeHassl 1o 283 en/n npu Hopme no 250 en/n,
NT-proBNP 3190 nr/ma (npu Hopme no 200 nir/mi),
tporoHuH | menee 0,01 Hr/mi1.

Ilo wurtoram oOcnenoBaHUSI BBICTABJIEH JMArHoO3:
«HapyllleHWe puTMa cepala: MaHUMECTHbIA CHUH-
npom WPW. HemuddepenumpoBanHass KapIuOMM-
onatusi  (IWIATAallMOHHBIM  (PEHOTUI, aCCOILUUPO-
BaHHBIN C (YHKIMOHUPOBAHUEM HTOTIOJHUTEILHOTO
MpeacepaHO-XelIy10ukoBoro coenuHeHust). Hemocra-
TOYHOCTb MHTpajbHOTo KiamaHa III cremenn. MyHK-
uuoHanbHblil knacc I (NYHA). Dk30reHHO-KOHCTU-
tyunoHanbHoe oxwupeHue II-III cremenu». PeGeHok
HampaBjieH Ha IuTaHOBYIO rocrmTtanmu3anuio B HMUILL
uM. akan. E.H. MemankuHa ¢ 1eiblo onpeneeHus
JaJbHeIel TaAKTUKY BeACHUS M XUPYPTrUIeCKOTO JIeue-
Husd. [1pu MpoBeaeHUN MarHUTHO-PE30HAHCHOI TOMO-
rpaguu cepala BhISIBICHBI paclliupeHre JEBbIX OTIE0B
cepana (KOHEUHBI MMACTOIWYECKUI pa3Mep JIEBOTO
Xeaynouka 79 MM, KOHEYHBI CUCTOJUYECKUI pasMep
JIEBOTO Kejymouyka 77 MM), CHUXXEHUE COKpaTUTEJb-
HOIi CMTOCOOHOCTU MMOKap/a JIEBOTo Xeyaouka (ppak-
1S BBIOpoca JieBoro Xenmymouka 18%), MuTpaibHas
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peryprutanusa Il cTemeHW, HEKOMMAKTHBIA MMOKapH,
JIEBOTO KeJymouka (TIOBBIIIEHHAs TpaOeKyJspHOCTh
MUOKapja JIEBOIO XeJymodyka II0 TIepelHell CTeHKe
CpelHEM YpOBHEe, T0 HWXHEW U OOKOBOW CTeHKaM
Ha HIDXKHEM ypoBHe). B mabopaTopHBIX aHaIM3aX KPOBU
NT-proBNP 258,9 nr/mi, 4Yto CcBUIETEIbCTBOBAJIO
00 3 (HEeKTUBHOCTU KOHCEPBATUBHOTO JIEYEHUS Cepaed-
HOI HeIOCTATOYHOCTHU. YUUTHIBasl HAJTU4YMe MOKa3aHUIA
K MEeXaHMUYEeCKOU MOIIepXKKe (IuaTallioOHHAasT Kapauo-
MMOTIATHSI, XPOHUUYECKas ceplaeyHasi HeIOCTaTOYHOCTb,
CHUXeHMe (pakuuu BbIOpOca JIEBOTO KeJyaodKa
o 15—18%, HemocTaTOYHOCTh MUTPAILHOIO KJjlarnaHa
III crenenn) pebeHKy Oblla UMILJIAHTHPOBaHA cUCTEMa
obxoga JieBoro xenymouka Abbott HeartMate I11.

Tocruranusanuy a1t KaTaMHECTHYECKOTO HabJTIoe-
HUs TIOCJIe OTIEpaTUBHOTO JICUEHUSI COCTOSTUCH yepe3 2
u 5 Mec. bblna BBITOJTHEHAa OIEHKA PabOTHI CUCTEMBI
00xoma JIeBOro XeJayaouka, Mo UTOraM KOTOpoi cOoeB
He OOHapyXeHO, MECTO BBbIBOAA IUTAIOIIETO Kabes
0e3 MpPU3HAKOB BOCIAJIEHUSI W JPYTUX OCOOEHHOCTEH.
IMaumeHTKka BKJIIOUEHA B JIMCT OXUAAHUSI TpaHCIUIaH-
TallM¥i JTOHOPCKOTO opraHa. BpImojiHeH 3a00p KpoBU
Ha HLA-tunupoBaHue, cross-match-tect, HazHauyeHa
repopajibHas JTUMUACHWKAIOIIAs Teparusl B BUIE aTop-
BactatuHa 10 mMr/cyT.

ITammenTka HampaBiaeHa B PecryOnmMkKaHCKUA
LIEHTP JUMUIOJOTUM JUISI NeTell C 1eJbl MCKIoue-
HUS HACJeACTBEHHBIX HapyIIeHUI JUMTMIHOTO 0OMeHa
U ONpejiesieHUs] TaKTKKU BeaeHus. Ha ¢doHe Tepanmuun
aropBacTaTUHOM B o3¢ 10 Mr/cyr ypoBeHb OOIIEro
XoJiecTepruHa coctaBui 5,04 MMOJIb/JT, TUTMOTIPOTEUIOB
HU3KOW TUIOTHOCTU — 3,43 MMOJIb/J, JIUTIOMPOTEUIOB
BBICOKOH TuioTHOCTH — 1,05 MMOJbB/A, TpUTIULIEPU-
noB — 1,32 mmonnb/n. Ha BOKI coxpansuicst ¢peHOMEH
WPW, conpoBoxnawomuiicss 0J0Kaaoi JeBOM HOXKHU
nmyuka I'mca, nenpeccueit ST cermMeHTa B OOKOBBIX
oTBeneHusIXx 10 1 MM, mHBepcueit 3youa T B HUKHUX
1 GOKOBBIX OTBemeHUsX. IIpy KOHTPOJBHOU 3XOKap-
nuorpacdun Ha (poHe COCTOSTHUS TOCe UMILTaHTallnu
cucTeMbl 00X0za JIEBOTO KeJylmouka cuctemMoil Abbott
HeartMate III cymiecTBeHHON IMHAMWKHU TIOKas3aTe-
JIeil He BBISIBJICHO: COXPAHSJIMCh 3HAUYUTENIbHAs IHJIa-
Talus JIEBBIX OTAEJIOB CepAla B BUIE YBEJIMYEHHOTO
KOHEYHOTO IMacCTOJIMYECKOro pa3Mepa JIEBOTO Kely-
nouyka 10 80 MM, KOHEUYHOIo IUACTOJIMYECKOTO O0b-
eMa 1o 246 MM, KOHEYHOTO CHUCTOJIMYECKOro oObeMa
no 199 MM, BbIpakeHHOE CHUXEHME COKPaTUTEIbHOM
CIMOCOOHOCTM MUOKapaa JIeBOro Kemymodyka mo 16%
(mo CuMIICOHY), HEIOCTATOYHOCTh MUTPAJIbHOIO KJja-
naHa [—II creneHeii, a Takke rurepTpodust MUOKapaa
JIEBOTO XeJyA04YKa C TOJIIWHON 3aaHEN CTEHKU U MEX-
KeJTyTOYKOBOM Tieperoponku 1o 10 MM (CM. pUCYHOK).
ITpu cyrounom moHuTopupoBaHuu DKI peructpupo-
BaJICSI CHHYCOBBI pUTM ¢ (peHomeHOM WPW 1 nipusHa-
KaMM BHYTPUIKETYIOKOBOM GJIOKAIbI.

B cBs3u ¢ BBIABIIGHHOW CTOWKOI TUIIEPXOJIECTEpH-
HeMUEH, OTSATOIIEHHBIM CEMEHBIM aHAMHE30M TI0 cep-

KJINMHUYECKUE CJTYHAU

NEYHO-COCYIUCTBIM  3a00JIeBaHUSIM,  COOTBETCTBHEM
kputepusim Caiimona bpyma (Simon Broome Registry
Criteria) I NUAarHOCTUKU CEMEWHON TUIepXoJiecTe-
pUHEMUM TMallMeHTKa Oblla HampaBjeHa Ha MOJIeKy-
JIIPHO-TEHETUYEeCKoe HuccienoBaHue. Meromom Mac-
COBOTO MapaylyIeJIbHOTO CEKBEHMPOBAHUSI Ha MpuOOpe
Ion S5 na marepuane JIHK kieTox KpoBM mpoBeneH
aHaM3 KOIMpYIOIel TocienoBaTebHoCTH 60 smep-
HBIX TEHOB, aCCOLMMPOBAHHBIX C Pa3BUTHUEM ITUCIUTIHI-
neMmuii. JlaHHbIE CEKBEHHMPOBaHUS ObLIM 0OOpabOTaHBI
C TIOMOIIIbIO aBTOMATU3UPOBAHHOM TPOTpaMMbl, BKIIIO-
yaleil BbIpaBHUBAHUE TIPOUTEHUIT Ha pedepeHCHYIO
rnocjenoBaTesibHOCTh reHoma vesioBeka (hgl9). Crnucok
nccnenoBaHHbIX TeHOB: ABCAI, ABCGI, ABCGS5, ABCGS,
AGPAT2, ALMSI, ANGPTL3, APOAI, APOA2, APOAA4,
APOAS, APOB, APOCI, APOC2, APOC3, APOE, APOH,
BSCL2, CAVI, CAV2, CAVINI, CETP, CH2SH, CIDEC,
CO02, CPT2, CREB3L3, GCK, GPDI, GPIHBPI, HNFIA,
LCAT, LDLR, LDLRAPI, LIPA, LIPC, LIPE, LIPG,
LMFI, LM. INA, LMNB2, LPA, LPL, MTTP, MYLIP,
NPCI, NPCILI, NPC2, PCSK9, PLINI, PLTP, PPARA,
PPARG, PPPIRI7, PYGM, SARIB, SCARBI, SLCOIBI,
SLCOI B3, STAPI. VnterpanbHasi OlleHKAa TOKPBITUSI
maHenmn coctaBiseT 95%. Ilo pesynbraTaM MacCOBOTO
MapajuleJIbHOTO TTaHeJIbHOTO CeKBeHUpoBaHUs 60 TeHOB
MaTOTeHHBIX M BEpPOSITHO TaTOTEHHBIX BapUaHTOB,
COOTBETCTBYIOIINX KIMHUYECKOW KapTUHE TalueHTa,
He BBISIBIIEHO.

B cBsI3M ¢ uMewmMMUCS Kajlo0aMu, OTSITOIIEH-
HBIM CEMEHMHBIM aHaAMHE30M, KIMHUYECKUMU TIPO-
SIBJIGHUSIMU  XPOHUYECKON CeplevyHol HeaoCTaTou-
HOCTH, TIEPCUCTUPYIOIIEH TUIIepXOJeCTEpUHEMUEH,
OTPULIATEJILHBIMU pe3yJbTaTaMU CeKBeHUpoBaHUS 60
TE€HOB TPUHSITO pellIeHWe O TPOBENeHUU MOJHOTEHOM-
Horo cekBeHupoBaHus JIHK metomom cexkBeHupoBa-
Hus HoBoro nokojieHuss NGS. CekBeHHMpOBaHME BCETO
reHoMa TIPOBOIWJIM C WCIOJb30BaHUEM TLJIaT(HOPMBbI
DNBSEQ-G400 ¢ FCL PE150 u DNBSEQ-T7 ¢ FCL
PE200 B cooTBETCTBMM C MPOTOKOJOM IPOU3BOAUTEIIS.
BbuT BBISIBIIEH paHee He OMUCAHHBIN TeTEPO3UTOTHBIN
BapMaHT HYKJIEOTUIHOU TMOCIeN0BATEIbHOCTU B TEHE
TTN (cMm. Tabnuily), TPUBOASIINA K CIBUTY paMKHU
CUMTBHIBAHUSI M HApPYLIEHWIO CHUHTE3a IOJHOpa3Mep-
Horo Oenka. ['etepo3urorHbie BapuaHThl B reHe 1T71TN,
B TOM 4YHCJIE Hapyllalwllue CUHTe3 OeiKa, OMuCaHbI
y MalMEeHTOB, B YACTHOCTU C TWJIATAllMOHHOW U ceMeil-
Hoit tuneptpoduueckoit Kapauomuornarueir (OMIM:
613765, OMIM: 604145). ¥V manmueHTKN Takke OOHa-
pYXEH paHee He OIMMCAaHHBIH TeTepPO3UTOTHBIN Bapu-
aHT HYKJIEOTUIHOM ITocienoBaTeIbHOCT! B TeHe LDLR
(cM. Tabnuiy). 'erepo3uroTHbie BapuaHThI TUIIA MUC-
ceHc B reHe LDLR onucaHbl y MallMeHTOB ¢ CEMENHOM
runepxonecrepuHemueit  (OMIM: 143890). Hpyrux
3HAYUMBIX U3MEHEHUI, COOTBETCTBYIOIINX KPUTEPUSIM
MOKCKA, HE 0OHAPYXKEHO.

Ilnanupyercsi mpoBeneHUE CerperalfMoOHHOTO aHa-
Jin3a B ceMbe 1o MeTony CeHrepa /Uisl BauAalluu BbISIB-
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Ta6auya. HoMeHKIAaTypHOE 0003HAYEHHE BBISIBJIEHHOTO MATOT€HHOTO BAPUAHTA MPH MOJTHOTeHOMHOM cekBeHupoBanuu JIHK
Table. Nomenclature designation of the identified pathogenic variant in whole genome DNA sequencing

AcconuupoBanHoe 3a00/1eBaHne 3uroTHocTh (THI L)
I'en W3menenne THK (HG38) (u3meHeHue Genka) (gnomAD
(OMIM) HACJIeIOBAHNUS) v3.1.1)
JnnmataloHHas KapauOMHO- chr2:178583887CTCAGGTT>C
matust, Tun I G (613765); ENST00000589042.5: eTeposrora
TTN CemeiiHag runepTpoduye- ¢.65288 65294del P . 0
cKast KapIuOMUOTATHsI, TUTT 9 ENSP00000467141: (TSI AEIEL )
(604145) p.Lys21763Argfs* 12
chr19:11116885 G>T
CeMeliHas THIICPXOTECTEDH- ENST00000558518.6: I'erepo3urora
LDLR memust, Tun 1 (143890) ¢.1732G>T (IOMUHAHTHBIA, 0
> ENSP00000454071: peLeCCUBHBII)
p.Val578Phe

- TACM#n G747 cm

Pucynok. Jlannbie 3XxoKapauorpacuu, BbINOJIHEHHO! MOc/e HMILIAHTALIMA CHCTEMBI 00X0/1a JIEBOTO KeJyJao4ka cucremoii Abbott
HeartMate (B-pexum, 4-KamepHas Mo3UIus).

a — JUIaTanus JIeBbIX OTAEJI0B Cepala; B 00JaCTH BePXYIIKH JIEBOTO KeJIyA04YKa JONUPYeTCsk TOHeJb 3a00PHOI KaHIomn; 0 — Ju-
JIaTanus JeBbIX oT/eloB cepaua (B-pexum, 4-KaMepHasi mO3uIMs): KOHEYHBI TUACTOJIMYECKHIA pa3Mep JieBOro xeayaouka 80 mm
(M-pexum), KOHEYHBIii TUACTOINYECKHIT 00bEM JIEBOTO XKeNyA0dKa 264 M, KOHEUHBIl CHCTOIMYECKHIT 00'beM JIEBOTO XKeTyI0YKa
221 ma, dpakuus Bbiopoca no Cummncony 26,6% (BbipaxkeHHAs! THIIOKHHE3Hs); B — M-pexuM, MPOI0JIbHAS NAPACTEPHAIBHAS T10-
3UIMSA: TUCKMHE3HUS MEACKETyA0YKOBOi MeperopoKu.

Figure. Echocardiography performed after implantation of the Abbott HeartMate LV Bypass System (B-mode, 4-chamber position).
a — dilatation of the left parts of the heart; tunnel of the intake cannula is located in the apex of the left ventricle; 6 — dilatation
of the left parts of the heart (B-mode, 4-chamber position). End diastolic size of the left ventricle is 80 mm (M-mode). End diastol-
ic volume of the left ventricle is 264 ml, end systolic volume of the left ventricle is 221 ml. The Simpson ejection fraction is 26.6%
(hypokinesis); B — M-mode, longitudinal parasternal position. Dyskinesis of the interventricular septum.
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JICHHBIX U3MEHEHUI M TIONTBEPKACHUSI TEHETUIECKOTO
BapHMaHTa B cTaTyce de novo y pebeHka. OmHaKo IoJ-
HO€ COOTBETCTBUE KIMHWYECKON KapTUHHI y pebeHKa
C BBISIBJICHHBIMU TeHETUYECKUMU BapuaHTaMU, a TaKxKe
Ka4eCTBO W TIJIOTHOCTb TTOKPBITHSI JAHHOTO YydJacTKa
reHoma rnpu cekBeHupoBaHuu metonom NGS, He ocTaB-
JISTIOT COMHEHUWI B Kay3aTMBHOCTU BBISIBIEHHBIX TeHe-
TUYEeCKUX HapyuieHuit B reHax TTN v LDLR nnst nan-
HOW OO0JILHOM.

0OO0cyxaeHue

B nmaHHOM KIMHMYECKOM Cjyyae Ha OCHOBaHUM
Kajo0, KIMHUYECKON KapTUHBI, JJaOOpaTOPHO-UHCTPY-
MEHTaJbHBIX JaHHBIX U PE3YJbTaTOB T'€HETUUYECKOTO
WCcclenoBaHus Yy peObeHKa TMarHOCTUPOBaHbI CeMelHast
TUTIePXOJIECTEPUHEMUSI, TeTepO3UTOTHasl ¢hopMma, auia-
TallMOHHAsl KapaWOMUOIaTUsI, MAaHU(MECTHBI CUHAPOM
Boavda—IlapkuHcoHa—YaiiTa, 3K30r€HHO-KOHCTUTY-
nuoHanbHoe oxupenue II—III cremenu, opranmyeckoe
paccTpoONCTBO TUYHOCTU C JIETKUM KOTHUTUBHBIM U yMe-
PEHHBIMU SMOIIMOHATLHBIMU HAPYIIEHUSIMU.

JunataumMoHHasT KapAMOMMOMATUSI —  TPEThs
MO0 pacTlpoOCTPAaHEHHOCTHU TpUYMHA CEepAEeYHON Hemo-
CTAaTOYHOCTU Yy JeTeil M Haubosiee yactasi TpUYMHA
nepecanku cepana B neguatpuu [10]. CtpemutenbHoe
pa3BuTHe reHeTUKH u cekBeHupoBaHus JHK mo3Bo-
JIUJIA UIeHTU(ULIMPOBATh HOBbIE T€HBI, Kay3aTUBHBIE
BapMaHThl B KOTOPBIX aCCOLIMUPOBAHBI C Pa3BUTHEM
IuiaTauroHHol Kapaunomuonatuu [11,12]. B 20-40%
cllyyaeB JMJIaTallMOHHAsT KapAMOMUOTATUSI HMeeT
CEMEWHBIN XapakTep W HACJEAyeTCsl MO ayTOCOMHO-
IOMUHAHTHOMY THUIY, T.€. aOCOJIOTHOE OOJBITMHCTBO
TEHETUYECKU JIeTEPMUHUPOBAHHBIX CJIy4yaeB OTHO-
cutcd K criopagndeckuM [13]. Hambonee vyacto nuia-
TallMOHHAsI KapAMOMHUOTNATUsl y JeTeil pa3BUBaeTCs
B CBSI3M C BO3HUKHOBEHHWEM TE€HETUYECKOH TOJOMKU
B reHe TTN, xotopas cocrtaBisieT 15—25% ot Bcex
TeHEeTUYECKUX NMPUYMH 3TOTo 3aboneBanusa. I'en TTN
(KOHHEKTHH) KOJAUPYET CUHTE3 OejiKa TUTUHA — KPYTI-
HEWIIero u3 OJMHOYHBIX TMENTUIOB — M COMEPXKUT
camMoe 0O0JIbIIIoe KOJIMYECTBO 9K30HOB U3 BCEX M3BECT-
HBIX T€HOB. TMTUH — 3TO TUTAHTCKUI MBIIICIHBIN
0esIoK, KOTOPBIN 3KCIPECCUpyeTcsi B MUOKapIe, CKe-
JIETHBIX MBIIIIAX U 3aHMMAaeT IMOJIOBUHY capKoMepa,
a TakKXXe UrpaeT KJIUeBYIO pPOJIb B OCYIIECTBICHUU
MBIILIEUHOTO COKPAIEHUSI.

CemMeifHasi TUMEPXOJECTEPUHEMUSI — TeHETUYECKOe
3a00JieBaHWE, BBI3BAHHOE IPEUMYIIECTBEHHO ayTo-
COMHO-TOMUHAHTHBIMU MYTallMsSIMUA B TeHaX pelenTopa
JIUTIIONPOTenAa HU3KOW TuIoTHOCTU (LDLR), anonumno-
porerHa B (APOB) u ponpoTeMHKOHBEPTa3bl CyOTUIIM -
3uH/KeKcuH 9-ro tuna (PCSK9), xapakTtepusyloleecs
MOBBIIIIEHHBIM YPOBHEM OOIIEro XOJeCTepuHa U JIUTO-
MPOTEUI0B HU3KOM TUIOTHOCTM B KPOBU C POXIEHUS,
U, Kak CIeACTBUE, TPeXIeBPEMEHHBIM aTepOCKIIEpO-
3oM [14]. B Poccuiickoii ®Demepaliii TeTepO3UTOTHAST
dopma cemMeliHON TUMEPXOJIECTEPUHEMUN PETUCTPUPY-

UHUYECKUE CJTYHAU

ercay 1 u3 108 obcnenoBanubix [14]. Hambonee gacToii
MPUYMHOM Pa3BUTHUSI CEMEWHOM THTIEPXOJeCTepUHEMUN
cayxut mytauus B reHe LDLR (85—95% cnydaeB), KOTO-
past ObUTa BBISIBIIEHAa Y TALIMEHTKA B OMMMCAHHOM HaMu
ciydgae [15].

KnuHuyeckuit mporHo3 y naHHON OOJILHON COMHU-
TEJbHBIM B CBA3M C TPYAHOCTBIO MOUCKA JOHOPCKOTO
cepaua IIsT KOHKPETHOTO pebeHKa yKa3aHHBIX Macco-
POCTOBBIX XapakKTepucTHK. Kpome TOTO, TeHeTHYe-
CKM OOYCJOBJIEeHHasl AWIaTalliOHHAs KapIuOMUOTa-
THSI TIOBBIIIAET PUCK peLMANBA 3a00JieBaHUS TTOCTE
TpaHcIIaHTanuu cepaua [16]. TloBpexaeHue MUO-
Kapja B X0/Ie OCHOBHOTO 3a00JieBaHUsI, HaJTUIUe apuT-
mum B Buae cuHiapoma Bonbda—IlapkmHcona—Yaiita
W MMIUTAHTUPOBAHHBIN anmapaT MeXaHW4YeCKOW IOof-
JIep>KKHA KpOBOOOpaIlleHUsI B 3HAYMTEIbHOI Mepe MOBbI-
AT PUCK TpoMbooGpazoBaHMs. ['MmepxosiecTepruHe-
MMUSI TAKKe BHOCUT CBOM HEOIaronpusiTHbIe KOPPEKTHUBBI
B TIPOTHO3 JaHHOTO pebeHKa. B MmpoBoii imrepaType
OIMKCHIBAIOT M3MEHEHUS B MUOKapiae y JeTeil ¢ Tep-
BUYHOI TUITEpXOJeCTepUHEMUEN, B YaCTHOCTU TeTepO-
U TOMO3MIOTHOW CEMEWHOW TUIEepXOJeCTePUHEMUEIH.
B psine nccaenoBaHmit Toka3aHo, YTO Y MAIlUEHTOB JIET-
CKOTO BO3pacTa C CEMEWHOW TMMNEepXO0JIeCTEpUHEMUEH
CTEHKM JIEBOTO KeJIyaouKa TOJIIIE, a ero Macca, MHIeK-
cupoBaHHass 1o BeicoTe (p=0,0008) m mo momamu
nosepxHoctu Tena (p <0,0001), 3HaUMTENBHO OOJIBIIIE,
yeM y AeTeil KOHTPOJbHOM TPYIIbl. DKCIIepUMEHTAb-
HbIe MCCJIeIOBaHUS TMOKa3aju, UYTO BBICOKUI YPOBEHb
XOJIECTEpUHA MOXET BIUATh HA MEMOpaHbl KapIUOMHUO-
LIUTOB U TIPUBOIUTH K M3MEHEHMSIM B TATTepHAX 3KC-
npeccuy N30MOpM TKENbIX 1eMeil MUO3UHA, U TaKUM
00pa3oM MPUBOAS K CHMXKEHUIO COKPATUTEIbHOM CIO-
coOHOCTM MUOKapjaa. B mpencraBieHHOM HaMu KJIH-
HUYECKOM cJIyJae y MaleHTKN 0OHapykeHa TIepBUYHO
0o0yCIOBJIEHHAs KapIWOMMOTIATUsI BBUAY HATUIUS
myTtaiuu B reHe TTN, 4To camMO TIPUBOIUT K U3MEHE-
HUIO apXUTEKTOHUKKM MHOKap/a, a UMEIoIasicss ceMeii-
Hasl TUTIEPXOJIECTEPUHEMUS TTOTEHIIMATHHO MOXET BHO-
CHUTh JIOTIOJTHUTEIBHBIN BKJIa[ B TeUeHUE 3a00JIeBaHUS
y pebenka [17].

3aknovyeHue

C KaxXIbIM TOAOM TEeHEeTUYeCKOe TeCTUPOBaHUE
UrpaeT Bce OOJIBIIYIO pOJib B IMArHOCTHUKE 3aboJieBa-
HU#. DTO CBSI3aHO B TEPBYI OYepellb C CYIIECTBEH-
HBIM YBEJIWUYEHUEM YIEeJIbHOTO Beca HacCJIeICTBEHHBIX
3a00JieBaHUII B CTPYKType 3a00JIeBaeMOCTU U CMEpT-
Hoctu neteit. [lpencraBreHHoe Hamu HaOJOAEHUE
co0oit TepBoe B OTEYECTBEHHON JMUTEpaType ornuca-
HUe O0O0JbHOro pebeHKa ¢ CouYeTaHWEM TeHEeTUUYeCKU
00yCJIOBJICHHOM KapIMOMUOMATUU AWUJIaTallMOHHOTO
¢eHOTUIIA U TETEPO3UTOTHOM CeMEWHON TumnepxoJie-
CTEepUHEMUU C paHee He ONMMCAHHBIMU Kay3aTMBHBIMU
reHeTMYeckKuMu BapuaHTamu B reHax TTN w LDLR
C MOJIEKYJISIPHO-TEHETUYECKUM TTOATBEPXKICHUEM Ira-
rHo3a metonom NGS.
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KJINMHUYECKUE CJTYHAU

CJI0KHOCTH IUATHOCTHKH 00JI€3HHA MOSI-MOg

10.C. Meavnuxosa', 1. U. Cadvikosa’, T.I1. Makaposa', . M. fcas’, A.®@. Xamudysrun?,
M.D. Buxkmyanun?
'Ore0yY BO «KasaHckumii rocyAapCTBEHHbI MEAMLIMHCKUIA YyHUBepcuTeT» MuHagpasa Poccun, KasaHe, Poccus;

2TAY3 «[eTckasn pecnybnukaHckas knnHudeckas 6osbHuLa» MuHagpasa Pecnybnvkm TatapcTtaH, KasaHb, Poccus

Difficulties in diagnosing moyamoya disease

Yu.S. Melnikova', D.1. Sadykova', T.P. Makarova', D.M. Yasav', A.F. Khamidullin?,
M_.F. Bikmullin?

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

Bonesnp Moiisi-moiisi — mporpeccupylomiee nepeOpoBacKy.IsipHOe 3a00JeBaHNe, XapaKTepusyouieecs IBYCTOPOHHUM CTEHO30M
CYNPaKJIMHOMIAHOM (MPOKCHMMAJILHON) YaCTH BHYTPEHHUX COHHBIX apTePHil H HAYAJILHBIX CETMEHTOB Tepe/IHeil U cpeHeil MO3roBbIX
aprepuii ¢ MOCJIeAYIONIUM BOBJIEYEHHEM BePTEOPOOA3MISIPHOro 0acceiiHa M CONPOBOKIAIOLIEECS Pa3BUTHEM 0A3aJIbHOI CeTH aHa-
cTOMO030B. 3a00/ieBaHue yalle Bcero nposisisiercs B Bo3pacte oT 5 10 30—40 JaeT, yTo AesaeT 3Ty NATOJIOTHIO AKTYAIbHOI U 3HA-
YUMOii NPUYMHON (DYHKIMOHATBHBIX HAPYIIEHWI y IeTeil U JIMI MOJIOZIOTO Bo3pacTa. /IHarHocTuka 001e3H1 MOiisi-MOiisi MOXKeT ObITh
3aTpyIHeHA, MOCKOJbKY ee KIMHUYeCKHe NposiBjieHus noaumopdusl. /lanHoe 3a60/1eBaHie HEOOXOANMMO 0053aTe/IbHO YIUTHIBATD
npu 1 depeHnnaibHOi TMArHOCTHKE CUMIITOMOB HIIEMHH FOJIOBHOTO MO3Ta, TAK KAK PaHHee BbIsIBJIEHHE U TepaneBTHIeCKoe BMe-
MIATEeJbCTBO MOTYT YJIYYIIUTh MPOTHO3 32 CYET MPeOTBPALIEHNS] HEOOPATHMOTO NMOBPEXKIEHHS TOJIOBHOTO Mo3ra. B craTbe mpen-
CTaBJIeHO COOCTBEHHOE KIMHMYECKOe HAO/MoIeHHe 32 PeOeHKOM 6 J1eT ¢ 00.1e3HbI0 MOWsA-MO¥is ¢ MPeHMYIIeCTBEHHBIM OPAKeHHeM
OacceiiHa npaBoii BHYTPEHHE COHHOM apTepuHu.

Karoueswte caosa: demu, 601e31b MOUS-MOILS, YepeOPOBACKYAAPHAS NAMOA02US, PUOPOMYCKYAAPHAS OUCNAA3US, APMePUaNbHas eu-
nepmeHsus.

Ansa untuposaums: MenbHukosa FO.C., Cagbikosa [.U., Makaposa T.I1., Sicas .M., XamuaynnmH A.®., bukmynnvH M.®. CnoxHocTy ava-
rHocTuky 60/1€3HU Movisi-movisi. Poc BecTH nepuHaton n neamatrp 2023; 68:(5): 102-109. DOI: 10.21508/1027-4065-2023-68-5-102-109

Moyamoya disease is a progressive cerebrovascular disease characterized by bilateral stenosis of the supraclinoid (proximal) part
of the internal carotid arteries and the initial segments of the anterior and middle cerebral arteries, with subsequent involvement
of the vertebrobasilar basin and accompanied by the development of a basal network of anastomoses. The disease most often manifests
itself at the age of 5 to 30—40 years, which makes this pathology an actual and significant cause of functional disorders in children
and young people. Diagnosis of moyamoya disease can be difficult because of the polymorphism of its clinical manifestations. This dis-
ease must be taken into account in the differential diagnosis of symptoms of cerebral ischemia, since early detection and therapeutic
intervention can improve the prognosis by preventing irreversible brain damage. The article presents its own clinical observation
of a 6-year-old child with moyamoya disease with a predominant lesion of the right internal carotid artery basin.

Key words: children, moyamoya disease, cerebrovascular pathology, fibromuscular dysplasia, arterial hypertension.

For citation: Melnikova Yu.S., Sadykova D.l., Makarova T.P., Yasav D.M., Hamidullin A.F., Bikmullin M.F. Difficulties in diagnosing moya-moya
disease. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 102-109 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-102-109

OazasibHON ceTH aHacToMo30B [1]. BmepBble 0oJie3Hb
MOMSI-MOIis1 OblIa OmnucaHa SIMTOHCKMMM MCCJIeI0Ba-

OJIE3Hb MOISI-MOMsI — TIPOrpecCHUpyIOLIee Liepe-
OpoBacKy/IsIpHOEe  3a00JIeBaHME,  XapaKTepU3YIO-

1eecsi JABYCTOPOHHUM CTEHO30M  CYMpPakKJIMHOUIHOM
(TIpOKCHUMaJTbHOW) YacCTU BHYTPEHHMX COHHBIX apTepuit
1 HaYaJIbHBIX CETMEHTOB TIepeIHEN U CpeTHEe MO3TOBBIX
apTepuii ¢ MoceyoluM BOBJIeUeHUEM BepTeOpoOa3u-
JIIpHOro OacceifHa M COMPOBOXKAAIOIIEECS Pa3BUTUEM

teasmu B 1957 r. K. Takeuchi u K. Shimizu. Tepmun
«00Ne3Hb MOUSI-MOISI» OBUI BBEIEH B KIMHUYECKYIO
npaktuky B 1967 r. A. Takaku u J. Suzuki. [To Mexmy-
HapoJaHOU Kiaccudukanuym Oojie3Heil X TepecMoTpa
3a00J1eBaHe OTHOCUTCSI K LIepeOpOBaCKYISIPHBIM 3a00-
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JeBaHuAM. VIHOrma WCIONB3YIOT Ha3BaHMe OOJIe3HU
mo ¢aMuIusIM OIUCABIIMX 3abojieBaHUWE aBTOPOB —
6osnesnbr Hummmoro—Takeyun—Kyno, nnu uepedpaib-
Has 6azayibHasl TeJleaHTuaKTasus [1, 2].

B niepeBoie ¢ AMOHCKOTO SI3bIKA TEPMUH «MOMSI-MOWST»
O3HaYaeT «He4YTO, MOA0OHOE CUTaPETHOMY JBbIMY, TUTBIBY-
IeMy B BO3IyXe». DTO OMMCAHUE COOTBETCTBYET aHTHO-
rpacduueckoii KaptuHe 3abojeBaHus. MDeHOMEH TIpen-
cTaByisieT coboil HaKOIJIEeHWEe KOHTPACTHOTO BeIeCTBa
CEThbI0 HOBOOOPA30BAaHHBIX KOJUIATEPATBHBIX COCYIOB,
00BEIMHSIONINX KOPKOBbIE aHACTOMO3bI AMaMeTpoM 1,5—
2,0 MM BeTBeil KapoTHIHOTrO cudoHa, 3aIHEl COeNMHU-
TeJbHOW apTtepuu, aprepuun ['toOHepa, apTepuil cocymnu-
croro crteteHus [1]. Panee 6oj1e3HL MOSI-MOIST CUMTATIN
XapaKTepHO# TOJNBKO i srnoHLeB. C 1962 r. mosBWINCH
MyOJIMKALIMK O CJIydasix 3TOro 3a00JieBaHMS B APYTHUX
cTpaHax. 3abojieBaHME PACIpPOCTPAaHEHO TTOBCEMECTHO,
yalie BCTpevaeTcsl y a3uatoB. Ero pacmpocTpaHeHHOCTb
B SnoHun cocrapnsger 3,5 ciyyas Ha | MJIH Hacese-
Hus1, B CIIA He nipeBbiaet 1 ciydaii Ha 1 miaH. B Poc-
CUM Bcero ommcaHo okoyio 30 ciaydaeB, OMHAKO He Bce
OHU COOTBETCTBYIOT KPUTEPUSIM OOJIE3HU MOMS-MOVisI.
Yaimie Bcero maHHoe 3a0ojIieBaHWE BCTpEYaeTCsl Y JIMIL
SKEHCKOTO Tojia (COOTHOIIEHUE MYKUMH W KeHIIUH —
1,00:1,65—1,80). B a3uarckoii MOMyJISIIAKA BBISIBIIEHBI IBa
BO3pACTHBIX MHKA: TEPBOe ACCATUICTHE XU3HU (B Cpel-
HeM 5 net) 1 30—40 et (B cpenHem 36 net). [To maHHBIM
J. Suzuki (1986) [3], 60JI€3Hb MOVisSI-MOIAST yalle BCTpeda-
eTcs y neTeit B Bo3pacte Maaniie 10 yer.

BonesHnb Molisi-MOIisT XapaKTepu3yeTcsl paHHUM Hava-
JIOM, TIPEUMYILIECTBEHHO B IETCKOM BO3pacTe, M HEYKJIOH-
HBIM MPOTPECCUPOBAHNEM CTEHO-OKKITIO3UPYIOIINX U3Me-
HEHUI apTepwil ¢ pelUIMBUPYIOIIMMU WIIEMUYECKUMU
U TeMOpparn4ecKuMy HapylmIeHUSIMU MO3TOBOTO KPOBO-
obOpalleHusT, TTPUBOIIIINMU K TSDKEJION WHBAJIMIHOCTU
U JIETATbHOMY WCXOMdYy, UTO OOYCJIOBIMBAeT HEOOXOMM-
MOCTh 0€30TJIaraTeJIbHOTO JIEYeHUsT BCeX OOJBHBIX He3a-
BUCHMO OT CTaauu 3abosneBaHus [2]. DTronaorust 60i1e3Hn
MOIsI-MOIsT ocTaeTcsl HeBbIsICHeHHOM. [lIpemrosaraercs
HECKOJIbKO BO3MOXKHBIX BApUAHTOB: TEHETUUECKU JIETep-
MHWHUPOBAaHHAs MaTOJIOTUS apTepUii, KOTOpast 4aCcToO acCo-
LIMUPYETCS C AHOMATUSIMU KOXKY TOJIOBBI U I (aHTUOMBI,
ariasun); ayTOMMMYHHBIM BOCHAJUTENbHBIN Tpoliece,
MPOTEKAIOIINIA 10 TUITY HeCIeln(pUIeCKOTo apTepuunTa,
MPUBOISAIINIA K TTOBPEXICHUIO MHTUMBI COCYIa M TTOCIIe-
NIYIOILIEMY TPOMOO3Y; peIMANBUPYIOIINI CITa3M MO3TOBBIX
aptepuii. Kpome Toro, 6bUTM OMUCAHBI CJIy9ad COUETaHUST
0OJIE3HN MOWS-MOIST U HecrelM(pUIeCKOTro SI3BEHHOTO
KosTa. P aBTOPOB CUMTAIOT, UTO OOJIE3Hb MOWSI-MOMST
CBsI3aHA C XPOMOCOMHBIMU HapylleHHsIMU (Heipodu-
Opomaros, cuHapoM JlayHa), reMOJIUTUUECKON aHEeMUEH,
MH(GEKIMOHHBIMY 3200J1eBaHUSIMM (JIETITOCIIMPO3, TyOep-
KYyJ€3HbIi MEHWHTUT), HOBOOOpa3oBaHUsSMU (KpaHUO-
dapuHrnoMa, omyxoiau BuiabMca), 31oynoTrpebiaeHneM
JIeKapCTBEHHBbIMU Mpernapatamu (peHodbapoutan) [1, 3].

B OGonbumHcTBe ciyyaeB 3a0ojeBaHME HOCHUT CITO-
paguyecKuil XapakTep, HO BCTpPEYalOTCS U CeMelHbIe

Menvhuxosa FO.C. u coagm. CIOXHOCTH JUArHOCTUKM 00JIE3HU MOIisi-MOiist

ciygau [1]. [IpoBoauanCch MHTEHCUBHBIE TIOMCKU T€HOB,
CBsI3aHHBIX ¢ 3a0ojeBaHeM. [1o HEKOTOpPHIM JAaHHBIM,
OTBETCTBEHHBIE JIOKYCHI pacroyioxXeHbl Ha 3p, 6p, 17q
XpOMOCOMaX, OJIHAKO COOTBETCTBYIOIIME TE€HBbI 0 CHUX
nop TOYHO He uaeHTuduuupoBaHsl [4]. Ha ocHoBaHUM
MOCJIETHUX UCCJIENOBAHUI BBIIBUHYTO TIPEATIONIOXKEHUE,
yto reH RNF213 B nokyce 17q25-ter MoxXeT ObITb OTBET-
CTBEH 3a BO3HWKHOBeHHE 00Jie3HM Moliss-moiiss B Boc-
touHoit Asuu. Ero BapuanTt p. R4810K nnentuduimpo-
BaH Yy 95% OGOJBHBIX ¢ ceMelHOM (hopMoii 3a00J1eBaHNs,
y 80% GONBHBIX — CO CITOpPamTUYecKOi (OpMOit U JUIITb
y 1,8% mioneit M3 KOHTPOJIBHON TPYMIBI B STIOHCKOI
nonynsiiuu [5]. Tlpenrnonaraercs, 4To Hajau4yrMe HeOsa-
TOTIPUSITHBIX (DaKTOPOB OKpyXKalolleil cpeabl (ayToum-
MYHHBII OTBeT, BOCIajieHue, UH(MEKIUsI, TUTIePTeH3US)
B coueTaHuM ¢ TonuMopdusMom reHa RNF213 moxeTt
CIIYXXUTh TIPUIUHOM pa3BUTHS 3a00eBaHus [6].

OcHoBY 3a00JIeBaHUSI COCTABJISIET TTOCTETIEHHO Hapac-
Tarolee Cy>)KeHue MpocBeTa BHYTPUYEPEITHOM YacTh BHY-
TPEHHE COHHOI apTepuu, OTAEIbHBIX YYaCTKOB CPEIHEeH
U TiepeaHeil Mo3roBbIX aptepuii. Ilaromopdonoruuyecku
B TOPaXKEHHBIX COCYHaX TOJIOBHOTO MO3ra BBISIBISIIOT
YTOJIIIEHWE MHTUMBI C pa3BUTHEM CTEHO3a WJIN OKKITFO3UU
B KOHEYHOI YaCTU BHYTPEHHE COHHOI apTepru, OOBIYHO
C JIByX CTOPOH, MHOT/Ia — B COYETAaHUU C KUPOBOI1 Jere-
Hepailueil. B OosbIIMHCTBE apTepuii, COCTaBIISIIOIINX
apTepualibHBIN (BUJUIM3KMEB) KPYT MO3ra, OOHapy>KMBarOT
CTEHO3bl PA3JIMYHON BBIPAXKEHHOCTH WM OKKIIO3UU
BCienCcTBUE (DMOPO3HOrO YTOMIIEHWST MHTUMBI B cOYeTa-
HUU C pacIIMpeHUeM BHYTPEHHEH 3J1aCTUYECKOl MeM-
OpaHbl Y1 MCTOHYEHUEM CpelHeil 00O0JIOUKM; MHOXECTBO
COCY/IOB HAOJTIOIaI0T BOKPYT BUJLTU3MEBa Kpyra — mnepgo-
pUpYIOlIe U aHACTOMOTUYECKUE BeTBH |1, 3].

Knunuueckne TmposiBieHUs Hecrelu(pUUHBI, pas-
HOOOpa3Hbl M pa3/inyarTcs y aeTeil u B3pocibix. Kim-
HUYecKash KapTuHa OOYyCJIOBJIeHa JBYMsSI OCHOBHBIMU
MeXaHU3MaMM: HIIeMUuel, KOoTopas BO3HUKAaeT W3-3a
MPOTPECCUPYIONIETO CYXXEHUSI COCYI0B, M KPOBOU3-
JIUSTHUSIMU U3 MEJIKMX KOMITEHCATOPHO DPa3BUBIIMXCS
cocynoB. IlpuHSTO cumTath, YTO y JeTeil MpeodJiamaeT
TEYEHUE TI0 MIIEMUYECKOMY THUITy, a Yy B3POCIbIX —
no remopparumyeckomy. He omumcaH mnepexom oOmHOTO
tuna B apyroiu [1]. ¥V nmereit m moapocTKoB (Miajiie
15 net) Ha paHHUX CTAOMSIX TIOSIBIISIIOTCS HecIeumndu-
YyecKMe CUMMIMTOMBI TOJIOBHOIM 0OJIM, MHOTAA TUIIA TeMU-
KpaHUM, HECUCTEMHOTO TOJIOBOKPYXXEHMS, YXYIIIEHUS
namMsaTu U BHUMaHus. [1o Mepe mporpeccupoBaHUsI CTe-
HO3a pa3BUBAIOTCSI TPAH3UTOPHBIE UILIEMUYECKHE aTaKu,
MPOSIBIISIONINECS]  CEHCOMOTOPHBIMM,  3pPUTEIbHBIMMU,
peueBbIMU HApYIIEHUSIMU, KOTOPbIE YacTO TTPOBOIIU-
pYIOTCSI KPUKOM, HATYy>KMBaHWEM, TUIIEPBEHTUJISILIUCH.
TToBTOpPHBIE TPAH3UTOPHBIE UILIEMUYECKHUE aTaKW 4acTo
MpUBOAAT K MH(ApKTaM MO3Ta, JIOKAJIU30BaHHBIM TIpe-
MMYILECTBEHHO B KapoTHIHOM OacceiiHe. B kimHuye-
CKOIl KapTMHE MOTYT HaOJI0MaThCsl HETMPOU3BOJIbHbBIC
NBUXEHMST (XOpeoaTeTOMIHbIC TUTIEPKUHE3bl), a TaKxke
napiyajibHble 1 BTOPUYHO-TeHEpaIu30BaHHbIE STHUJICTI-

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2023; 68:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)

103




TUYECKNE TIPUITaIKN. Y IeTeil paHHeTo Bo3pacTa HabJIio-
alTCsl TIIay, Kallleslb, HarpsDKeHWe, IBUTaTeIbHbIC,
CEHCOpPHBIE, BU3yaJIbHbIE HAPYIIIEHWsI, HAPYIIEHUST PEUH,
CyI0poTy, XopeWu. Y B3pOC/bIX KIWHWYECKas KapTHUHA
MPOSIBJISIETCS BHYTPUMO3TOBBIMU U BHYTPUKETYI0YKO-
BbIMU KPOBOU3JIUSHUSIMU U3 Pa30PBABIINXCS aHEBPU3M,
OHEMEHUEM KOHEYHOCTEH, MUTPEHETIOT00HBIMU TOJIOB-
HbIMU OosisiMu. M3BeCTHBI cilydyau, KOTaa KIMHUYECKHE
MPOSIBJIEHUSI OTCYTCTBOBAJIM; YacCTOTa O0€CCUMITTOMHOTIO
€CTEeCTBEHHOTO TeuyeHUsI OOJIE3HU MOMSI-MOWSI COCTaB-
qser ot 1,5 no 17,8% [7, 8]. ExXerogHbIit pucK TMOsIBIIe-
HUS KJIMHUYECKOW CUMNTOMATUKU (KPOBOUBIUSIHUS,
TPaH3UTOPHBIE UIIIEMUYECKUE aTaKW, MHCYJIbT) TIpU Oec-
CUMIITOMHOM TedyeHuu 6one3Hu — 5,7% [9]. OaHako
MPU  HENOCTaTOYHOM Pa3BUTUM BKCTPaMHTpaKpaHU-
aJIbHOTO KpOBOOOpalieHus 1 0ojiee BHICOKOU CTENeHU
nporpeccupoBaHus 3aboneBaHuss y 40% mnauKeHTOB
0e3 CUMIITOMOB TIOSIBJISTIOTCSI HAapyIlIeHUsI LiepeOpaibHOM
nepcdy3uu, 4TO TIPUBOIUT K TOBBIIIEHUIO pUCKa Hapy-
IIEHUST MO3TOBOTO KpoBooOpameHus [10].

SMOHCKMM uCCen0oBaTeIbCKUM KOMUTETOM TI0 U3Y-
YeHU0 OOJIE3HU MOMs-MOMsI ObLIM pa3paboTaHbl Jua-
THOCTUYECKHUE KPUTEPUU 3a00JIeBAHUSI:

1) cTeHO3 WJIK TPOMOO3 BHYTPEHHUX COHHBIX apTepuit
Ha ypoBHe Ou(dypKalunu, a Takxke MPOKCUMaJIbHBIX OTe-
JIOB TIEpEHEN U CPETHEN MO3TOBBIX APTEPUIA;

2) xapakTepHOoe pacliMpeHue Oa3aJbHbIX KoJulaTe-
pajbHBIX apTepuii, OCOOEHHO JEHTUKYJIOCTPHUAPHBIX
U TagamoriepopupyIoIInX;

3) AByCTOPOHHMII XapakTep rnopaxeHus [11].

JunarHoctuka 3a00JieBaHMSI Ha OCHOBAaHWMW KJIWMHU-
YecKMX JTaHHBIX U cOOpa aHamMHe3a OYeHb 3aTpyIHEHa.
Jlns ycTaHOBJIEHMST TMarHO3a UAMOIAaTUYeCKO 0oJie3Hn
MOI1sI-MO¥is1 HEOOXOMMO UCKITIOYMTDh HaJTMuue 3a00JieBa-
HUIi (OCHOBHOE 3a00J1eBaHNeE), TTPU KOTOPBIX MOXET pas-
BUBATbCSl CXOTHOE C OOJIE3HBIO MOWSI-MOIiSI TTOpaKeHNe
aprepuii. JIy1s1 0003HaUeHUSI TAKMX COCTOSTHUI MCITOIb3Y-
eTCsl TepPMUH «CUHIPOM MOsi-Mo¥isi». Ero otnmuurenb-
Hasi OCOOEHHOCTb 3aKJII0YaeTcss B TIPEMMYIIECTBEHHO
OJIHOCTOPOHHEM TtopaxkeHuu aptepuii. Cpeau 3abosieBa-
HUM, TPUBOASIINX K CUHIPOMY MOWSI-MOWSI, BBIAESIOT
MH@EKIMOHHbBIE (JIENTOCTIUPO3, TYOepKyJie3), reMaTosio-

Tabauya 1. Knaccudukanus 60e3Hu Moiis-moiis no J. Suzuki
Table 1. Classification of Moya-Moya disease by J. Suzuki

UHUYECKUE CJTYHAU

ruJeckre (CeprioBUIHO-KIETOYHAsT aHEeMUsI, KPHOTJIO-
OyIMHEMHUSI, CUCTeMHasT KpacHasl BOJYaHKa), BPOXIEH-
Hble (cuHapoM JlayHa, cuHapom Mapdana, Ty0epo3HbIi
cKJIepo3, Helipodubpomaro3 1-ro Tuma), COCYIHUCTbIC
(aTepockiiepo3, KOapKTalus aopThl, (HUOPOMYCKYISIP-
Hasl NMCILIa3usi), ayTOUMMYHHbIe (Oosie3Hb ['peiiBca)
U Opyrue (TpaBMbI, TIPEIIIECTBYIOIIAS pPaTlOTEPATTUST
Ha 00J1aCTh TOJIOBBI W IIIeU, TTOCIEACTBUS JIydeBOI Tepa-
MUK OIyXoJiel TapacesiisipHoi obnactu). B ornmuune
OT 0O0JIE3HN MOMSI-MOIS TopakeHWe apTepuil TP ITUX
COCTOSTHMSIX XapaKTepusyeTcsl Goyiee CTaOMIbHON K-
HUYECKON KapTUHOI, YTO CYUIECTBEHHO BJIMSIET Ha TaK-
TUKY XUpypruueckoro jedenus [12, 13].

XapakTepHOoe OTHOCTOPOHHEE TOpakeHHe B code-
TaHUU C TIpU3HAKaMU TIEPEUMCIEHHBIX 3a00JeBaHMIA
C BBICOKOW BEpOSITHOCTBIO YKa3bIBaeT Ha CUHIPOM
MOWSI-MO$I, OMTHAKO B MAMOMATUIECKUX CIyJassX JaHHOe
COCTOSTHME TaKXe MOXET OBIThb TMPOSIBJIEHWEM OO0JIe3HU
Molisi-moiist. Ecnmu momoOHble M3MEHEHUST COYeTaloTCsT
C HayaJIbHBIMU CTEHOTUYECKUMU U3MEHEHUSIMU Ha KOH-
TpajiaTepaibHOM CTOpOHE, B 0COOEHHOCTH Y IeTel, IUar-
HO3 0O0JIe3HW MOMSI-MOISI MOXET OBbITh YCTaHOBJIEH
C BBICOKOI1 10J1eft BEpOSITHOCTU. B OOJIBIIMHCTBE cliyyaeB
C TeUYeHWEeM BpPEMEHU Y TaKWUX OOJbHBIX OJHOCTOPOH-
Hee TMOpaXXeHUe MPOTrpeccUupyeT 10 TUIMUYHON Oosie3HU
MOWSI-MOMSI ¢ IBYCTOPOHHUM TIOpPaX€HUEM apTepuii.
YacToTta MpoOrpeccupoBaHUsl OTHOCTOPOHHETO TIopa-
JKEHMST 10 JBYCTOPOHHETO cocTaBisieT 10 39% ciydaes,
yalie y MaiueHTOB JEeTCKOro BO3pacTa, OJHAKO MOXKET
HaOII0IaThCS Uy B3pOCIbIX [ 14].

«30JIOTBIM ~ CTAaHAAPTOM» TUATHOCTHKHM  OOJIE3HU
MOTSI-MOIisI TIpU3HAHA YHIOBACKYJISIpHAs TiepeOparbHast
celekTMBHas aHruorpacdus. s TOCTOBEpHON MocCTa-
HOBKM AMArHO3a HEOOXOIMMO BBITTOJTHUTH aHTHOTpaduio
BHYTPEHHUX U HApPYKHBIX COHHBIX apTepUii ¢ IBYX CTO-
POH M OTHOI M3 ITO3BOHOYHLIX apTepuii [1].

AHrvorpadudeckue cTaauu OOJIE3HU MOMSI-MOs
o J. Suzuki mpencTaBiieHBI B TAOIUIIE.

Ha npakTurke vaiiie Bcero BBITTOJTHSIIOT aHTHOTpaduio
npu KomnbloTepHoit Tomorpadpuu (KT). MarnutHo-
PE30HAHCHYI0 aHTUOTpadUIo MCITONB3YIOT I KOH-
TpOJiA, HO HaHHas MeTOAWKa OoJjiee UYYBCTBHUTEIbHAs.

Crenenb
XapakTepHble U3MEHEHUS
nporpeccuu
1-s1 BoISIBAISIETCSI TOJIBKO CTEHO3 TEPMUHAIBLHOTO CETMEHTa BHYTPEHHEN COHHOI apTepuu
2-51 Hauano pa3BuTus KoJyiiaTepaibHON CETU COCYI0B HA OCHOBaHUU MO3ra
3g IIpucoenuHeHre CTEHO3a NEPEAHEN U CpeIHE MO3TOBOM apTepUM, Pa3BUTHE KOJIaTepaJibHOM CETH B 00J1aCTU
TJIa3HULIBI
4-5 ITporpeccupyroliiee CYE3HOBEHUE KOJUIATEPATIbHOM CETU
5-s CyxeHue 3aiHeii MO3rOBOI apTepuu C e1Ba BUIMMbBIMU MEPEAHEN U CPeTHEMO3TOBOM apTepUsiMu
6-51 ToranbHast OKKIIIO3UST apTePUii TOJJOBHOTO MO3ra, IMPU 3TOM MO3TOBOI KPOBOTOK IMOAAEPKUBACTCS TOJIHKO

4epe3 TpaHCAYPAJIbHBIC aHACTOMO3bI
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Kpome Ttoro, mpumensior kKceHoH-KT wumu SPECT
(onHOMOTOHHASI SMUCCUOHHAsST KOMITbIOTEpHAsI TOMOTpa-
¢ust) 111 BBIIBICHMST 00J1acTeit CO CHMXKEHHBIM KPOBOC-
HaOxeHueMm U okcureHauueil [1]. K BcriomoraTenbHbIM
MeTofaM oOCJIeIOBaHMSI TIAIIMEHTOB C OOJIE3HBIO MOTsI-
MOIisI OTHOCUTCS 3JeKTposHLedanorpadusi, Mpu KOTO-
poii y neteii yacto HabonaeTcs: GeHOMEH OTCPOYEHHOTO
3ameuieHust (re-build-up), T.e. mosiBneHue 2-ii (asbl
BBICOKOAMIUTMTYIHBIX MEIJIEHHBIX BOJTH 4Yepe3 20—60
C TIOCJie OKOHYaHWSI TUMEPBEHTWISILIMM, YTO YKa3bl-
BaeT Ha JEKOMIIEHCAIIMI0 MO3roBoro kpoBoToka. Cie-
JIyeT yYUTBIBaTh, UYTO B HACTOSIILIEE BPEMS MCMOJb30Ba-
HUE TUIEePBEHTUJISIIIUM TIPOTUBOIIOKA3aHO IMMallueHTaM
C KJIMHUYECKUMM TIPOSIBIEHUSIMUA U BBICOKMM PUCKOM
MOBTOPHBIX HApYIIEHW MO3roBOrO KpOBOOOpAIleHUS,
a TakXke He PEKOMEHJIOBaHO B aMOyJaTOPHBIX YCJIO-
Busx [15]. I1lo naHHBIM ayTOICUIi, MOPaXXeHHbIE COCY/IbI
npu OOJIE3HU MOUMS-MOMUST XapaKTepU3ylTCs HAIMIUEM
BBIMYKJIOTO (pOPO3HOTO YTOJIIEHUSI UHTUMBI C HEe3Ha-
YUTEJbHBIM OTJIOKEHUEM B HEM JIMTTUI0B, BOJIHOOOpa3-
HOl BHYTPEHHEU 3J1acTUYeCKO MeMOpaHOil WiIn ee
YIIBOCHUEM, OTJIOXeHUeM (hUOpUHA, UCTOHYEHUEM CPE/l-
HEro cJIos 1 agBeHTUInM [1].

B Hacrosiiiee Bpemsi He cyiiecTByeT 3(pdekTuB-
HOTO MEIMKAMEHTO3HOTO JeUYeHUs ISl KYNUPOBAHMSI
WJIM CHMXXEHUSI CKOPOCTHU TIpOrpeccupoBaHus 3abosie-
BaHusl. MIMeroTcsl cBeneHUsT 00 MCITOJIb30BAaHUM aHTU-
arperaHToB (alleTWICAIMIIMIOBOM KHUCIOThI), aHTUKO-
aryJIsiHTOB, OJIOKAaTOPOB KaJIbIIMEBBIX KaHAJIOB, HO 3THU
npernapaThl MO3BOJISIIOT JIUIIb CHU3UTh YaCTOTY Pa3BUTUSI
WHCYJIBTOB, a MporpeccupoBaHre 00JIe3HU HE OCTaHaB-
nuBaoT [1, 2]. OcHOBHBIM (haKTOPOM, KOTOPBIII HE00-
XOAMMO TPUHUMATh BO BHUMaHUE TPU TJIAHUPOBAHUU
TaKTUKU JIEYSHUS TTallMEHTOB ¢ OOJIE3HbIO MOWSI-MO¥AsI,
SIBJISIETCSl MCCJIEIOBAHNE MO3TOBOTO KPOBOTOKA M OTIpe-
neJIeHUe CTeTeH! 11epeOpoBaCcKyISIPHOM HEI0CTaTOYHO-
ctu [16].

OCHOBHBIM METOIOM JICUEHUS BO BCEM MMpE TpU-
3HaHa XUpypruyeckasi peBacKyJspu3aiysi TOJOBHOTO
mosra. lleap Xupypruyeckoro JiedeHUsI 3aKIHO4aeTCsl
B YJIyUILIECHUM KPOBOCHAOXEHMST MO3Tra IyTeM CO3IaHMsI
HOBBIX TIyTei 3KCTpaMHTpaKpaHUAJIbHOTO KpOBOOOpa-
meHusi. Xupypruyeckoe JiedeHue BBICOKOA(M(MEKTUBHO,
MPUBOAUT K 3HAYNUTEJIbHOMY CHMXKEHUIO pUCKa UIIEMU-
YeCKMX M TeMOpparuvyecKux IOopaxkeHWid Mo3ra, yiyd-
11aeT peadMINMTALIMOHHBINA TTPOTHO3 M KayeCTBO KU3HU
nauueHToB [17, 18]. [TokazaHust K orepaiiiy BHIOMpAOT
Ha OCHOBaHUU HCCIEeI0BaHUS mMepdy3uu TOJOBHOTO
MO3ra OJTHUM U3 MeTON0B (0MHO(GOTOHHASI SMUCCUOHHAsI
ToMorpadusi ¢ auerasojlaMuaoM, rnepdy3ruoHHasT Mar-
HUTHO-PE30HAHCHAsI WJIM KOMITbIOTepHasi ToMorpadusi).
I'umorniepdy3usi yyacTKOB TOJIOBHOTO MO3ra B TIOKOE
WM TIOCJIe BBENEHUsS alleTa3ojlaMuia CIYXUT ToKasa-
HUEM K TIPOBEJCHUIO OTePaTUBHOTO BMellaTebCcTBa [3].
CorjacHO COBPEMEHHBIM KJIMHUYECKUM pPEeKOMEeHIa-
UM, XUPYpPTAYECKOoe JIeueHre 11eJIeco00pa3HOo BhITION-
HATH TallMeHTaM ¢ 0osie3HbI0 Molist-moiia 11—V cramun
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no kiaaccudukanuu J. Suzuki ¢ mpusHaKaMmu Iporpeccu-
pylolieit 1iepe6poBacKyISIPHONM HETOCTATOYHOCTH U CHU-
SKEHHBIMM 11epeOpOBaCKYISIPHBIMU pe3epBaMu. Hanmnuane
y TALUMEeHTOB KIWHUYECKOM CHMIITOMATHKH, KPOBO-
W3IUSTHUN B aHaAMHe3¢ WJIM WX CJIEAOB MPU MarHUTHO-
pe3oHaHCHOW ToMorpacduu B pexumax SWI/SWAN
paccMaTpuBaeTCs B KadyecTBe aOCONIOTHBIX IMOKa3aHWA
K orepaTUBHOMY JiedeHU10. C 1IebI0 CHIDKEHUS pUcKa
Pa3BUTHS TIEPUOTIEPAIIMOHHBIX OCIOKHEHUN COBpPEMEH-
HOIi CTpaTeTueil BeneH!sT MallueHTOB ¢ 0OJIE3HBIO MOWSI-
MOWMS CITY>KUT TIPEBEHTUBHAs pPEBACKYJSIpU3ALIUS JaXke
npu GeCCUMIITOMHOM KIIMHWYECKOM TeUEeHWU B cliydae
BBISIBJICHUSI Y HUX B XOJe TWHAMWYECKOTO HaOTIOIeHUS
MPU3HAKOB TIPOTPECCUPOBAHUST CTEHO30B M CHIKEHUS
1epedpanbHoil mepdysuu [19].

CyThb omnepaluu 3akKjIrvaeTcsl B CO3MaHUM JOTIOJ-
HUTENILHOTO IIIyHTa, TO KOTOPOMY KpOBbL OYIET Tedb
B 00XOI CTEHO3MPOBAHHBIX cocymoB. Omeparuu OeisT
Ha TIpsMble (COCYIMCTHIN IIYHT MOAIIUBAIOT HETTOCPeI-
CTBEHHO K LIMPKYJSITOpHOMY pyciay modra — STA-MCA
bypass, brain bypass) u HemnpsiMble (IIYHT YKJIaIbIBalOT
Ha TTIOBEPXHOCTh MO3ra TeM CaMBIM CO3[aBasi yCIOBUS
Ui (DOPMUPOBAHMST HOBBIX COCYIOB — HEOaHTHOTe-
He3a) [1]. Bo3aMoXxHO coueTtaHue TPSIMOTO M HEMPSIMOTO
aHAaCTOMO30B (KOMOMHUPOBAHHASI PEBACKYJISIpU3ALINST).
Kak mpaBuio, K TIpsSIMBIM aHACTOMO3aM TPUOETaoT
Yy B3pOCIBIX, TOTJa KaK y JAeTel pe3yabTaThl JICYeHUS
JIyqIiie TPy MCTOJb30BaHUM HETIPSMBIX aHACTOMO30B.
Kaxk mnpaBuio, njas MOJHOLEHHOW peBacKyJsipu3alnu
TOJIOBHOTO MO3Ta TpeOyeTcss HECKOJbKO omepanuii [3].
TTpu neyeHn MPOTHO3 OJATONPUATHBIN. BoIsiBieHa UeT-
Kasi KOppeJssilus MEeXIy ToceornepalmoHHbIM 3¢ dek-
TOM M aHTHOoTrpaduueckoii cragueir 6one3Hn. CUMIITOMBI
perpeccupyroT MpakKTUYecKW Ha Tiasax. g mojHoro
pa3BUTHST HEOOXOOUMOW COCYIMCTON CETH TIPU Hempsi-
MBIX omepanusx (Mpy TPSIMBIX KPOBOTOK HM3HAYAIBHO
JIOCTaTOYHBIN) TpebyeTcst 6—12 mec. B orcyTcTBUE Nede-
HUST OTMEYaloT TPOTPEeCCUBHOE YXYAIIIEHNUE HEBPOJIOTH-
YeCcKUX (PYHKIIMHI, MOBTOPHBIE KPOBOMBIUSHUSA. Y IeTeit
cMepTh HactynaeT B 4,3%, y B3pociabix — B 10% ciy-
qaeB [1].

Knuamaecknii ciaydail. Manpuuk 6 JieT, HaXOmWJICS
Ha CTaMOHApPHOM JIEUEHUW B KapAUOJOTUYECKOM
otaeaeHUN JIeTCKol pecITyOJIMKAHCKON KIMHUYECKOM
OOJIbHUIIBI.

W3 aHaMHe3a XXU3HU U3BECTHO, YTO PEOEHOK POIVIICS
HEJIOHOIIEHHBIM Ha cpoke 35 Hea. C poxaeHUsT HaOro-
JIAJICS HEBPOJIOTOM C IMarHO30M: IIepUHATAIbHOE TTopaXke-
HUe IIEHTPAJIbHOI HEPBHOU CUCTeMBI B hopMe HErpydoro
CMacCTUYECKOro TeTparapes3a. YJIbTPa3ByKOBOE HMCCIIENO-
BaHHWE TIOYEK B BO3pacTe 7 MeC TMaTOJOTMHU He BBISIBUIIO.
Ilo maHHBIM yJIBTPa3BYKOBOI HOIIUIEpOrpaduid COCyIOB
TOJIOBBHI B BO3pacTe 7 MeC MarucTpaibHbIE COCYIbI TOJIOBBI
ObITM TIPOXOIUMBIMU, OTMEUAIMCh aCUMMETPUST CKOPO-
CTeil KpOBOTOKAa TIO TO3BOHOYHBIM apTepHsIM, 3aTHUM
MO3TOBBIM apTepusIM, BBIpakeHHasT BEHO3Hast TUC(HYHK-
st (yCUJieH OTTOK TI0 JOMOJHUTETbHBIM BEHO3HBIM
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KkojutekTopam). CeMeliHbIli aHaMHE3 OTSATOIIEH: Yy OTIa
apTepualibHasg TUTIEPTEH3Us, 0 MaTepUHCKON JIWMHUN
paHHMe UHCYNIBTHL. [lepeHeceHHbIE 3a00J1eBaHNs: OCTPhIe
pecrnupaTtopHble MHGEKIIUN, BETPSIHAS OCITa, JJaKyHapHast
aHTMHA, BHYTPUYTpOOHass WH(eK1usl (BUpyCHO-OaKTe-
pUANbHBI MEHMHTUT), (DYHKIIMOHAJIBHOE PAaCCTPOMCTBO
JKEeJTyIKa, BaJlbIyCHasl YCTaHOBKA CTOM, Ba30MOTOPHBIM
PVHWT, aJUIEPTUYeCKUi KOHBIOHKTUBUT, aJCHOWINT,
BapuKO3 BEH CKIIep, AU3apTpusI, KpanmuBHULIA. OTiepalinm:
BOJISTHKA TIpaBoro siyka B 2014 1. B Bo3pacTte 4-X JIeT.

Anamues 3aboneéanus. Co CIOB MaTepu, BBICOKUE
udpsl aprepuanbHoro nasieHus (AJl) 3ameTwiu ciy-
YaifHO B JIETCKOM caay Tpu MPOMUIAKTUIECKOM OCMO-
Tpe, paHee Al He u3MepsuIoch. MajbuMK 3aHUMAIICS
B CMIOPTUBHOM cekiuu (¢yroos). ¥ kapauosiora Ha yueTe
He cocrosut. Lledanrun, romroBOKpyKeHUsI, CAHKOIIEe U UX
SKBHWBAJIEHTHI OTPULIAT.

I[Ipr TOCTyIUIeHUM B KapaWOJIOTUYECKOEe OTHe-
nenne JleTckoil  pecryOJMKAHCKOW — KIIMHUYECKOM
OOJILHUIIBI OTMEYAIMCh KajoObl Ha moBbIIeHUuE Al
1o 174/90 MM pT.CT., MOBBIIIEHHYIO YTOMJISIEMOCTb, Mpa-
MOPHOCTb KOXHBIX ITOKPOBOB. ['010BHBIE 0011, TOJIOBO-
KpyXeHUsT He 6ecrokosiT. CUHKOTIE M UX 3KBUBAJIEHTOB
He otMeueHo. CocTosiHMEe CTaOMIIbHO TSDKE0e 1o 3a00-
neBanmio. Macca tena 28 xr, poct 128 cMm, TemIteparypa
tena 36,6 °C, gacroTta cepaeuHbix cokpamenuit (HCC)
82 yn/mMuH, yactora abixaHust 18 B MuHyTty. A/l Ha mpa-
Boli pyke 123/63 MM pT.cT., Ha ieBoit — 123/67 MM pT.CT.
CoH cCrokoWHbIN. Anmerur He HapymeH. KoxHbie
IMOKPOBBI  OJIETHO-PO30BbIE, YMEPEHHOM BIAXXHOCTH.
YMepeHHass MpaMOPHOCTh KOXKHBIX TTOKPOBOB. [leprop-
OuTanbHbIE «TeHW». SI3BIK BiIaxkHBINA, uncThlil. [lepude-
PUYECKUX OTEKOB, LMaHo3a HeT. KOHEeYHOCTH Teruible.
Mukpononuanenus. ®opma ueperna rugporedanbHas.
B nmerkux npixanume Be3WKYyJIsipHOe, 0e3 xpurioB. [lepky-
TOPHO TPAHULIBI CEPILIA HE paCIIUPEHBI. AYCKYTbTATUBHO
TOHBI cepAana puTMUYHBIE. [Tyabc Ha mepubepuIecKux
apTepusiX yIOBJIETBOPUTENbHBIN. CHUCTOIUYECKHUI IIyM
B TIPOEKIIUM TIPABOil COHHON apTepuu. 2KUBOT MSATKUIA,
0e30one3HeHHbI. [leyens He yBennuena. IlaTtonormue-
CKMX IIIYMOB B TpOeKUMU OproiiHoi aopThl HeT. Cene-
3eHKa He manbnupyetrcsa. Ctyn odopmiaeHHBIN. Juypes
He HapylIeH.

IIpu nabopatopHoM o0OcCienTOBaHWM B OOIlEM aHa-
JIN3e KPOBU, OMOXMMHUYECKOM aHaM3e KPOBU, OOIIeM
aHaM3e MOYM, KoaryjJorpamMme, HWMMYHOTpaMMe
OTKJIOHEHMIT OT HOPMBI HE BBISIBIIEHO. AHAJIU3 CYTOY-
HOI MOYM Ha aJpeHalluH, HOpaIpeHaJIuH — B HOPME.
YpoBHU THPEOTPONTHOTO TOpPMOHA, cBobOogHOoro T4,
aHTUTE K TUpeoNepoKcuaase, ajbIOCTEPOH, KOPTU-
30J1, aHTMOTEH3WH HaXOIWJIMCh B MHTepBajie pedepeHc-
HBIX 3HaYeHUIl. BBISIBIEHO TOBBIIIEHNE YPOBHS peHUHA
1o 210,2 MmxEI /M (ipu HopMe 110 46,1 MxEJT/mir).

Ha snexrpokapauorpamme (DKI') perucrpuponaics
cunycoBbiii put™M ¢ YCC 88 yn/MuH, DiaekTpuueckasi
OCb cepilla HOpMajibHasl; TMOBBILIIEHUE 3JIEKTPUIECKOMN
aKTUBHOCTU MUOKap/a JIEBOTO XeJTyI0uKa; TOIbeM Cer-

KJINMHUYECKUE CJTYHAU

meHTa ST B orBeneHuu V2 1o 3,0 MM, B oTBeneHuUsx VI
u V3 — 1o 1,5 mm. [lo naHHBIM XOJITEPOBCKOTO MOHM-
topupoBaHusi OKI' perucrtprpoBasncs CMHYCOBBIE PUTM
co cpenneit HCC 98 yn/muH; 840 XenymouKOBBIX IKC-
TPACUCTOJI CO CMEIIAaHHBIM IIMPKAJAHBIM TUIIOM apuT-
mun. [Ipu cyrouHom mMoHuTopupoBaHuu AJl BbIsIBIeHA
100% runepToHMUYecKass Harpy3ka IO CUCTOJUYECKOMY
U IWACTOJIMYECKOMY apTepuaibHOMY JaBJIEHUIO B THEB-
Hoe 1 HouHoe Bpemsi. [1pu axokapnrorpaduu BbISIBJIEHbBI
rurneptpoduss MUOKapaa JIEBOro Kejyaouyka (TOJIIMHA
3aJiHE CTEHKHU JIEBOTO KEeIylo4yKa WM MEXKeTyJI04Ko-
BOI1 neperopoaku mo 80 MM); paciiMpeHue JeBoi KOpo-
HapHoi aptepuu 10 4,0 MM (KOMIIEHCAaTOPHO B OTBET
Ha runeptpoduio muokapna). Ha anexrposnHuedano-
rpamMMe CMelIeHUE TTaTOJIOTUYECKUX CTPYKTYP OTCYTCTBO-
BaJIO, OTMEUAJIMCh JIETKUE TUTIePTEH3UOHHbIC MPU3HAKU
cMmenraHHoro xapakTepa. [1o maHHBIM peoaHIledanorpa-
GuM MMeTUCh BhIPAXKEHHbIC MPU3HAKW AUCIIUPKYISIIUN
B apTepUMOBEHO3HOM DPYCJe 110 TUTIEPTOHUYECKOMY TUITY.
Ilpu penTreHorpaguu 1meiHOro oTaena Mo3BOHOYHUKA
MaTOJIOTMYEeCKUX U3MEHEHU I He BbIsiBIeHO. [1pu yabTpa-
3ByKOBOM HCCJIETOBAHWM BHYTPEHHUX OpPraHOB: MeYeHb
MEJIKO3EpHUCTasl, C TIEPUBACKYJISIPHBIMU YIUIOTHEHM-
SIMU TIO XOJly TTOPTaJIbHOM BEHBI; KETUHBIN ITy3bIpb UME
neperud B 00J1acTU Tena, 1IEeKH; cele3eHKa 0e3 MaToJio-
TMU; TIOYKU HE YBEJIMYEHBI, YIUIOTHEHUE YallleYHO-J10Xa-
HOYHO CUCTEeMbI; HAIMOYEYHUKHN Oe3 TaToJI0THH.

Ilo paHHBIM  yJIBTPA3BYKOBOW morruieporpacduun
COCYIOB IIIeW MMeJICSI S-00pa3HbIil M3TM0O clieBa MEXIY
MomnepeyHbIMU  OoTpocTKamMu [V—V 11eiiHbIX TMO3BOH-
KOB, HENpSIMOJMHEHHOCTb XONa ITO3BOHOUHON apTe-
pUM BO BTOPOM CErMEHTe C O00eMX CTOpPOH, HeOOJIb-
1o S-00pa3HbIil M3rMd BHYTPEHHEN COHHOIM apTepuu
B IOUCTAJIbHOM cermeHTe cnpasa. [lpu monrmieporpa-
¢um OpIOIIHON aOpThl U €€ BETBEUl BBISBIEHBI CTEHO3
ypeBHOTO cTBOJa 30%, moGaBouHast TOYeYHasT apTepust
crnpasa. [1pu aHrmorpacduu cocymoB mouyek oTMeyanach
JMUCTIIa3UsI OCHOBHOTO CTBOJIAa U BHYTPUOPTaHHBIX BET-
Bell TpaBoil TOYeuyHOl apTepuu; abeppaHTHass HUXXHE-
ToJisipHasi apTepusi cripaBa; Z-o0pa3Hblii U3rubd mpaBoi
MO3BOHOYHO apTepuu (puc. 1).

IlpoBeneHa MarHUTHO-pe30HAHCHAas Tomorpadus
TOJIOBHOTO MO3Ta € KOHTPaCTUPOBAHUEM, BbISIBJIEHbI
MPU3HAKN COCYIUCTON Maib(hOpMalliM JIEBOI TaJlaMuye-
CKO# 001aCcTH, HEJIb3sT UCKITIOUYNTDL 0O0JIE3Hb MOMSI-MOMS
(puc. 2). Tlpm MarHUTHO-pEe3OHAHCHOHN TOMOTpadumn
CIIMHHOTO MO3ra C KOHTpPacTMpPOBaHMEM OTMeuaach
U3BUTOCTb BepTeOpasibHbIX apTepuii. [1o naHHBIM 11Epe-
OpasibHOI aHTHMOTrpauu BBISIBJIEH KPUTUYECKUI CTEHO3
JIEBOM BHYTPEHHEW COHHOUW apTepuu BO BHEYEPETHOU
YacTU OT YpOBHSI OMQypKaluuy; rpaBasi COHHas apTepust
BO BHYTPUYEPEITHON 4YacTUM MMeeT JBa yJyacTKa BbIpa-
JKEHHOTO CTE€HO03a; TUIIOILIa3us JIEBOM 3aJHEMO3TOBOI
apTepuu; aHTuorpaduyeckre pru3Haku 00JIe3HU MOTsI-
Mmoiis (puc. 3).

PeGeHok ObLT KOHCYJIBTUPOBAH CIElIMAIMCTAMMU:
o(dTanbMoIoromM (ONTUYECKWE CPeibl T1a3a Mpo3pavyHbIe,
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Puc. 1. AHrHOTpaMMBI COCYIOB TIOYEK.
Fig. 1. Angiography of renal vessels.

MaToJIOTMM He HaOJI01aeTcsl); HEBPOJOTOM C IHUArHO-
30M <«CHUHAPOM paHHel BereTaTUBHOW IUCHYHKIIMU
10 TUTIEPTOHUYECKOMY THITY C JIAOMJIBHOM apTepuabHOM
TUTNIEPTOHUEN»; HEMPOXUPYPTOM, KOTOPBI PEKOMEHIO-
BaJl XUPYpPru4ecKoe JieUeHue.

BoisiBIeHHBIE  TIpM 00C/IeNOBaHUM  M3MEHEHUS
MO3BOJIUJIM TIOCTaBUTh UATHO3: OOJIE3Hb MOIsI-MOIis
(2—3-a creneHb Mo Suzuki) ¢ NpPeUuMyIIECTBEHHbIM
rnopakeHueM OacceiiHa TIpaBOil BHYTPEHHEW COHHOW
aprepun. OubpomyckymsspHas aucruiasus (?) ¢ Kpu-
TUYECKUM CTEHO30M YCTbsSl M MPOKCUMAJIBHBIX OTIEJIOB
JIEBOI BHYTPEHHE! COHHOM apTepuu (Ha poTsikeHuu 4 1
MM); CTEHO30M IIpaBoii moueuHoi aprepuu. JlobaBouHast
rmovyevyHasi aprepusi crnpaBa. Z-o0pa3Hblii U3rub mpaBoi
MO3BOHOYHON apTepuu clipaBa. ApTepuajibHasi TUTIEp-
TeH3us1. Penkast XKeynmoukoBasi 3KCTpacHUCTOHS.

JleueHue mamyeHTa OBLIO KOHCEPBATUBHBIM: CYJIb-
¢art MarHus, 3HanaNpuI, KanTonpui, To3apTaH, KaBUH-
TOH, TpeHTana, Tpom0o-ACC, ¢deHudbyr, BUTaMUHHO-
KHMCJIOPOIHBIA KOKTEIIb;, 3JeKTpodope3 syduimmHa

Ha IIEWHBIM OTAea TO3BOHOYHMKA; Maccax BOpPOT-
HUKOBOW 30HBI; BHYTPUBEHHO 5% pacTBOp TJIIOKO3HI.
Ha ¢one Tepanuu cocrossHue crabuibHoe. CHHKOTE

Menvhuxosa FO.C. u coagm. CIOXHOCTH JUArHOCTUKM 00JIE3HU MOIisi-MOiist

M WX 3KBMBAJEHTOB He oOTMeuyeHo. [onoBHBIE 0o0iH,
TOJIOBOKPYKEHUsI He OeCMOKOSIT. ApTepraNbHOE IaBiie-
HUE TIpU eXXeTHEBHBIX Pa30BbIX TTOIbeMaX ¢ TeHACHIIUEH
Kk cHmwkeHuto (125/69—137/76 MM pt.cT.). BeimuceiBa-
€TCST B CTAOUMITLHOM COCTOSTHUU.

OO0cyxaeHue

B mpencraBieHHOM HaMM KIMHWYECKOM HaOJIIO-
IeHUM BBISIBJICHHBIE Y peOeHKa W3MEHEHMs IIpU Mar-
HUTHO-PE30HAHCHOM ToMoOrpaduy TOJOBHOIO MO3Ta
B BHMJIE COCYIMCTON MajabdopMallii JIEBOM TajaMM-
YecKoll 00JIacTH TIO3BOJIMJIN TIPEAIIONOXUTL HaJIM4dne

Puc. 2. lanHble MATHUTHO-PE30HAHCHOI TOMOTpa)uM roJIOBHOTO MO3ra ¢ KOHTPACTHPOBAHUEM.

Fig. 2. Magnetic resonance imaging of the brain with contrast.
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Puc. 3. IlepedpaibHbie aHTHOTPAMMBI (a—J1).
Fig. 3. Cerebral angiography.

0osie3HU MoMsI-Molsl. Iisi MONTBEPXKIEHUSI THUarHo3a
OblJT UCIOJb30BAaH <«30JI0TOW CTAaHAAPT» JAUArHOCTUKU
NIaHHOTO 3a0oJyieBaHUSI — liepeOpanbHasi aHThorpadusl,
B XOJle KOTOPOH BBISIBJI€HBI aHruorpaduyeckue Mpu-
3HaKU 00JI€3HU MOWSI-MOIis1: KPUTUUYECKU I CTEHO3 JIEBOI
BHYTPEHHEN COHHOW apTepMM BO BHEYEPEITHOW 4YacTu
OT ypOBHSI OudypKaluu, ABa yyacTKa BbIPaKEHHOTO
CTEHO3a IMPABOM COHHOW apTeEPUU BO BHYTPUUYEPEITHOM
yacTu. OnHAKO CUMMITOMOB, XapakKTePHBIX /ISl TaHHOTO
3a0o0sieBaHus, y MallMeHTa He oTMmedajoch. Haubonee
BEPOSITHO, 9TO CBSI3aHO C TE€M, UTO ISl OOJIE3HU MOWSI-
MOWSI XapaKTepHO ME/UIEHHOE CYXE€HHWE MPOCBEeTa BHY-
TPUYEPENHBIX CETMEHTOB BHYTPEHHUX COHHBIX apTepuid,
MO3TOMY JIJTUTEJIbHOE BpeMs 3a00J1eBaHUE MOXKET MPOTe-
KaTbh OECCUMIITOMHO.

Hanuuue mnoBblllIEHHOTO apTepuaibHOrO NaBICHUS
y pebeHKa TpeboBasio mpoBeaeHUst nuddepeHIaIbHO-
JIMarHOCTUYECKOro mnoucka. [lo JaHHBIM JUTEpaTyphl,
JUTSL TeUeHUsT O0JIE3HN MOMSI-MOIisI HEXapaKTepHO pa3BU-
THE apTepuaibHON TurnepreH3uu. OOHapyXeHUe TOBbI-
IIEHHOT'O YPOBHSI PEHUHA MO3BOJIWIIO MPEITOJIOXUTH BTO-
PUYHYIO Ba30pEHATbHYIO apTePUATIbHYIO TUIEPTEH3UIO.
B pesynabrare nOMOIHUTENBLHOTO OOCIENOBAHUSI B CBSI3U
C OOHApY>X€HHbIMU U3MEHEHUSIMU B BUIIE KPUTUUECKOTO
CTEHO3a YCThSl U MPOKCUMAJIbHBIX OTIEJOB JIEBOW BHY-

TPEHHEN COHHOWM apTepuy, CTEHO3a TMPaBOM IMOYEYHOM
apTepuu, cTeHo3a YpeBHOTO cTBoJIA (30%) y pebeHKa Oblna
npenrnosioxeHa GuopoMycKysipHasi AUCTUIA3USL.

B Hacrositiiee BpeMst 1151 yCTAaHOBJIEHUS TMAarHo3a UIu-
OIaTUYeCKO 00JIe3HN MOMSI-MOIisI TpeOyeTCsl UCKITIOUEeHHE
TeueHust GUOPOMYCKYJISIPHON AUCTIIA3UU, TaK Kak, MO JaH-
HbeIM R.M. Scott (2009), npu ¢GpruOpOMYCKYJISIpHOI THUCTLIA-
31U MOXET Pa3BUBATbCSI CXOMHOE C OOJIE3HBIO MOMSI-MO¥As
MopaxkeHWe apTepuil, B TAaKOM ciyyae JOJKEH UCMOIb30-
BaThCSl TEPMUH «CUHIPOM MOMSI-MOVSI».

BbiBOAbI

1. TpeOyercsi OCBEIOMJIEHHOCTh W HACTOPOXKEH-
HOCTb Bpaueil B OTHOIIEHWUM OOJE3HU MOWUSI-MO¥S,
TaK KaK OTCYTCTBHME CBOEBPEMEHHOIO JICYEHUS MOXKET
npuBecTU K (hOPMUPOBAHUIO HEOOPATHUMOTO HEBPOJIOTH -
yeckoro aeduliuTa y 1eTei.

2. bonesHb Molisi-MOlisi BCce yallle BBISIBISIETCS
Kak cpelyd JNETCKOro, TaKk M Cpeau B3pOCIOro Hacese-
HUs GJlaromapsi IIMPOKOMY PaclpoCTpaHEHUIO B Halllen
CTpaHe METOJI0B KOMIThIOTEPHOI M MarHUTHO-PE30HAHC-
HOI1 ToMorpaduu.

3. Xupypruueckasi peBacKyJsipu3allMsi TOJIOBHOTO
MO3ra B HACTOsIIIee BpeMsl SIBISETCS €IMHCTBEHHBIM
METOJIOM JIeUeHUSsT 00JIE3HU MO SI-MOAsI.
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KJINMHUYECKUE CJTYHAU

I'emodarouuTapHblii CHHIPOM M aHEBPH3MbI KOPOHAPHBIX aPTEPHii y pedeHKa
¢ 0ose3nbio KaBacaku

T.I1. Maxaposa’, JI.U. Cadwikosa’, H.H. @upcosa?, JI.P. Cabuposa’, A.A. Kyuepssas?,
10.C. Meavnurosa', A.B. Cepeuna’, I1.B. Cepeuna’, A.U. Tumaouesa’

'PreQy BO «KasaHckuii rocyaapCTBEHHbIN MeAVLIMHCKNIA yHuBepcuteT» MuHagpasa Poccun, KasaHb, Poccus;
2TAY3 «[leTckas pecnybnvkaHckas knnHudeckas 6onbHuua» Munaapasa Pecnybnukm TatapcTtaH, KasaHb, Poccus

Hemophagocytic syndrome and coronary artery aneurysms in a child with Kawasaki disease

T.P. Makarova', D.1. Sadykova', N.N. Firsova?, D.R. Sabirova', A.A. Kucheriavaia?,
Yu.S. Melnikova’, A.V. Sergina', P.V. Sergina’, A.1. Gimadieva’

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

CaM3UCTO-KOXKHBII JTMMGBOHOMYIAPHBIA cuUHApPOM (cuHapoMm/Oosesnb KaBacaku) mpeacTaBisieT co00ii OCTpPO mMpoTeKaolee
cucTeMHOe 3200/1eBaH1e, XapaKTepu3yloleecs: MPeuMyLIeCTBEHHbIM NOPAXKeHHeM CPeHUX U MeJIKUX apTepHii (apTepuuT), pa3Bu-
THEM JIeCTPYKTHBHO nposmdepaTusHoro BackKymra. Hanbonee TskeabiMu nposiBiennsvu 6osie3nn KaBacaku ciryxkat KOpoHapuT
1 (opMHPOBaHKHE aHEBPH3M KOPOHAPHBIX apTepHii, KOTOPble MOTYT CTaTh NOTEHUMAIbHON NPHYMHOI PA3BUTHS OCTPOro KOpPOHAp-
HOTO CHHpOMA Yy neTeil. B cTaThe mpeacTaBieHo cOOCTBEHHOE KIMHUYECKOE HAQMONEHHE 32 peOeHKOM 7 Mec ¢ mOIHO# ¢opmoit
0oJe3nu KaBacaku ¢ hopmMupoBaHueM aHeBPH3M KOPOHAPHBIX apTepHii, 0CI0KHEHHOH OCTPbIM KOPOHAPHBIM U reMo(arouMTapHbIM
cunapomamvu. Cunnpom KaBacaku ciexyer paccMaTpuBaTh y BeeX JeTell ¢ JUIMTENbHOIl JTNXOPaaKoil 0osiee 5 mHeil, a coyeTanune
JUIMTEIbHOM JIMXOPAJKH ¢ 2—3 TUNMYHBIMU NPU3HAKAMHU cuHApoma KaBacaku J0/DKHO ObITh a0COIOTHBIM MOKa3aHHEM K NpoBe-
JIeHHI0 3X0Kapauorpaduu ¢ 00s3aTe/IbHOI BU3yaIn3anueid KOPOHAPHBIX apTepuii.

Karoueswte caosa: demu, cunopom Kasacaku, aneepusmvl KOpoHapHuix apmepuil, 2eMopazoyumapHbsiii CUHOPOM, OCMPbLU KOPOHAPHbLI
CUHOpOM.

Ans untuposanunsa: Makaposa T.[1., Caabikosa [.U., ®upcosa H.H., Cabuposa /.P., KyyepsBasi A.A., MenbHukosa 10.C., CepruHa A.B.,
Cepruna [1.B., nmaanesa A.U. [emogarounTapHbiii CUHAPOM M aHEBPU3MbI KOPOHaPHbIX apTepuii y pebeHka ¢ 6one3Hbio Kasacaku. Poc
BECTH nepuHaton v neamatp 2023; 68:(5): 110-118. DOI: 10.21508/1027-4065-2023-68-5-110-118

Mucocutaneous lymph node syndrome (Kawasaki syndrome/disease) is an acute systemic disease characterized by a predominant
lesion of medium and small arteries (arteriitis), the development of destructive proliferative vasculitis. The most serious manifesta-
tions of Kawasaki disease are coronaritis and the formation of aneurysms of the coronary arteries, which can be a potential cause
of acute coronary syndrome in children. The article presents our own clinical observation of a 7-month-old child with a complete form
of Kawasaki disease with the formation of aneurysms of the coronary arteries, complicated by acute coronary and hemophagocytic
syndromes. Kawasaki syndrome should be considered in all children with persistent fever > 5 days, and the combination of persistent
fever with 2—3 typical features of Kawasaki syndrome should be an absolute indication for echocardiography with mandatory visual-
ization of the coronary arteries.

Key words: children, Kawasaki syndrome, aneurysms of the coronary arteries, hemophagocytic syndrome, acute coronary syndrome.

For citation: Makarova T.P., Sadykova D.I., Firsova N.N., Sabirova D.R., Kucheryavaya A.A., Melnikova Yu.S., Sergina A.V., Sergina P.V.,
Gimadieva A.l. Hemophagocytic syndrome and coronary artery aneurysms in a child with Kawasaki disease. Ros Vestn Perinatol i Pediatr
2023; 68:(5): 110-118 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-110-118
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Makaposa T.11. u coasm. TemodaroumTapHblilt CHHIPOM M aHEBPU3MbI KOPOHAPHBIX apTepuil y pebeHKa ¢ 6ose3Hblo Kaacaku

Bone3nb KaBacakm y neteit MOXeT BbI3bIBATh pa3BUTHE
aHEBpPU3M U CTEHO30B KOPOHApPHBIX apTepuil, OCOOEHHO
MpU MO3IHEN TUarHOCTUKE M HECBOEBPEMEHHOM W/MITH
HeanekBaTHOM JiedeHuu [1]. bone3snp KaBacaku oTHO-
CUTCS K PeIKUM 3a00JIeBaHUSIM — MPUMEPHO 25 clydaeB
Ha 100 toic. nereit B CLIIA. BriepBbie 60J1e3Hb Obl1a OTK-
cana T. Kawasaki B 1967 t. B JIlmoHuUM, rae U B HACTOSI-
111ee BpeMsI ee 4acToTa B IeCSITKU pa3 Bbiiie, yuem B CLLIA
" Apyrux ctpaHax. [TogbeM 3a001eBaeMOCTH OTMEYaeTCsT
3UMOI U B Hayajie BeCHbI. boJie3Hb MopakaeT B OCHOB-
HOM JieTeil MJjamdiie 5 JieT, MpuyeM MabuMKOB TpU-
MepHoO B 1,5 pasa yaiie, yeM AeBoUek [2].

DTuonorus 3abojeBaHUs Heus3BecTHa. EcTh MHOTO
TEOPUI, MPH TIOMOIIM KOTOPBIX DKCIEPTHI THITAIOTCS
OOBSCHUTH TOSIBJICHUWE 3TOW 00JIe3HM, BKIIIOYas BO3-
MOXHbIe TeHeTndyeckue dakTopbl. OnmHako Haubosee
MpaBIOTIONO0OHAsT TIPUYMHA CKPbITA B MH(MEKIIMOHHBIX
1 MMMYyHOINATOJIOTUYeCKNX MexaHm3Max [3]. B marore-
He3e OOJIBIIYIO POJIb MOXKET UTpaTh MMMYHHasl aKTHBa-
LW, 9TO TIOATBEPXKOAIOT, B YACTHOCTH, BBISIBJICHUEM
OTJIOXKEHUII WMMYHHBIX KOMIUIEKCOB B TIOPask€HHBIX
TKaHSIX U pa3BUTUEM JECTPYKTUBHO-TIPOIU(EPATUBHOTO
BackyauTa. [IpeamnonararoT, 4To B OTBET Ha BO3JCHCTBHE
TOKCMHA WM WH(MEKIMOHHOTO areHTa aKTHMBUPOBAH-
Hble T-KJIETKU, MOHOIUTHI U MaKpodaru CeKpeTUpPYIOT
pasHble LIMTOKWHBI, KOTOPbIE BBI3BIBAIOT KIMHUUYECKUE
nposiBieHus1 0osie3Hu. B octpoii ¢aze HMTOKMHOBasI
CTUMYJIAIUS TIPUBOAUT K Mpoaudepaunu B-kieTok
W WHIYLMPYET 3HAOTETUATbHBIE KJIETKU K IKCIPECCUU
AHTUTEHOB THcTocoBMecTUMOCTH I Kimacca. Mumykimst
ICAM-1, IL-1, TNF u IFN npuBoauT K TIpUTOKY BOC-
MaJIUTEIBHBIX KJIETOK, MOTEHIMPYIOIINUX TTOBPEXICHNE
MEJIKUX U CpEeIHUX apTepuii [4].

Pannsst nmarHoctuka Oosne3Hn KaBacakm BaxkHa
WMEHHO C TO3WULMHU TPEIOTBPAIEHHUST TOJTOCPOIHBIX
OCJIOXKHEHUI 3TOro ocTporo 3abosneBaHust. CBoeBpeMeH-
HOI ITMarHOCTUKE TIPETATCTBYET OOJIBIIOE KOJUYECTBO
KIMHUYECKUX «MacOK» (B TIEPBYIO ouepenb MHMOEKIIMOH-
HBIX), HaJIM4Me HETUTTMYHBIX (opM (TIPEeaCTaBISIONINX
MpU 3TOM HAUOOJBIINI PUCK TTOPaKEHUST KOPOHAPHBIX
COCYIOB), a TakKXe HeIOoCTaTOYHas HaCTOPOXEHHOCTh
Bpaueil B OTHOIIEHWU 3TOro 3abojieBaHUsI B Tpoliecce
Kypaluu JJIUTEJIbHO JTUXOopajsiiero pedeHka. BeposaTHo,
MUMEHHO HHU3Kasg WHGOPMUPOBAHHOCTL BpayeOHOTO
€0001IecTBAa 00 OCHOBHBIX TMaTHOCTUYECKUX KPUTEPUSIX
3a00JIeBaHUST CIIY>KUT TJIABHOW TPUUMHON TUIOAMATHO-
ctuku 6ose3umn KaBacaku [5].

Jlnarnos 6osne3Hn Kapacaku ycTaHaBIMBalOT B COOT-
BETCTBUM C OOIIETTPUHATBIMUA TUATHOCTUYECKUMHU KPUTE-
pPUSIMU, PEKOMEHIOBAaHHBIMU AMEPUKAHCKON accolma-
uueit cepana. K oCHOBHBIM U3 HUX OTHOCST CJIEIYIOIIINE:
1) nuxopanka He MeHee 4—5 JHeU, KOTopasl SIBJISIETCS
00513aTeTbHBIM CUMIITOMOM; 2) M3MEHEHUST CIU3UCTBIX
000JI0YeK POTOBOM MOJIOCTH (TUTIEPEMUST TIIOTKU, MaJIU-
HOBBII SI3BIK; 3pUTEMa, CYXOCTb M TpeIIMHbI ry0); 3)
WHBEKIINST COCYIOB KOHBIOHKTHMBBEI, 4) monmMmopdHas
ChIIb; 5) apUTEMa U/UIN OTEK KUCTEN U CTOT C BOZMOX-

HBIM TTOCJIEAYIONINM IIeTyIIeHUEeM KOXH; 6) HETHOMHBIIM
LIEWHBIN TuMdaneHuT [6]. JnarHo3 mMoJTHOTO CUHIpOMa
KaBacaku ycTraHaBIMBAIOT TNpPU HAIWYUKU y pebeHKa
JIUXOpaIKU IJTUTEIBHOCTBIO He MeHee 5 THell 1 He MeHee
4 M3 5 OCHOBHBIX KIMHWUYECKMX CUMIITOMOB. Eciu
Mpu 3XoKaparorpachur 0OHapy:KeHO MOpaXkeHue KOpo-
HapHBIX apTepuii, TO IJIsT MTOCTAHOBKU OWArHO3a J0CTa-
TOYHO TpeX MpU3HaKoB. [1py MeHbIIIeM Yrciie KpUTepUeB
B CJTyyae HAJIMUUS MIPU3HAKOB MOpaXKeHUsI ceplilia COCTO-
sTHUE KJIACCU(UILIMPYIOT KaK HEMOJIHbIN cuHapoM Kasa-
caku [7].

TMopaxkeHue cepaeYHO-COCYANCTONM CUCTEMBI MOXKET
MPOTEeKAaTh B pa3TINYHBIX KIMHWYECKUX BapruaHTax. Hau-
Oosiee TUNIMUYHOE TiposiBieHUe Oosne3Hu Kapacaku —
MopaxkeHne KOPOHAPHBIX COCYIOB (KOPOHApUT) B BUJE
WX JWIATAllMK 32 CUYET U3MEHEHUs YIIPYTOCTH U 3J1aCTUY -
HOCTU COCYIMCTOH CTEHKM Ha (hbOHE BOCTIATIUTETbHBIX
npoiieccoB B Hell. JlunaTalilmoHHbIE U3MEHEHUST (DOPMU-
pyioTcs HaumHas ¢ 7—10-To mHs 3a00JieBaHUSI, UMEHHO
C TaKUM CPOKOM CBsi3aHa BaXXHOCTh paHHEN IHMarHo-
CTUKM 3abosieBaHusl. Junatanusi cocyma MOXeT ObITh
JIOKaJIbHOM (aHeBpU3Ma) WM Ha OOJIBIIIOM MPOTSKEHUU
0e3 oOpa3oBaHUs aHeBpU3M (3KTaszus) [5]. AHeBpU3MBI
KOPOHApHBIX apTepyil, CUMTAIONINECS «BU3UTHOW Kap-
TOUKOI» cuHApoMa KaBacaku, oOHapy>XUBalOT B Cpel-
HeM y 15—25% O6ONbHBIX, He TOJYIMBIIUX JIeYeHUS.
Ilpn HasHayeHwu Tepanmum He mo3nHee 7—10-ro mgHS
OT Hayvajia JIMXOPAJKH, BKITIOUYAIOLIEe UMMYHOTJIO0YIUH
IIJISI BHYTPUBEHHOTO BBeACHUS 2 T/KT B OJHOUW MHGY3UU
B COYETAHWM C aCIMPWHOM, PUCK OOpa30BaHMS aHEB-
pusMm cHmkaeTca no 3—9% [6]. CoryacHO IeiCTBYIO-
UM peKOMEHIAUMsIM AMEPUKAHCKON accolMaluu
cepama 2004 r., K METIKUM OTHOCST aHEBPU3MBI C BHY-
TPEeHHUM IMaMeTPOM MeHee 5 MM, K CpeITHUM — 5—8 MM
M K TUTAaHTCKUM — Oojiee 8§ MM. DTa KiraccuduKaims
He YYUTBIBaeT pa3Mephbl Tejia nmaiyenTa. [ToaTomMy KaHa-
CKMMU Yy4YeHBIMU Oblla TIpe/UiokeHa HOBasi cucTteMa
OLIEHKM pPa3MepoB aHEBPU3M KOPOHAPHBIX apTepuid,
OCHOBaHHas Ha BbluMcieHun Z-6asioB. 1o aroit knac-
cuUKaIMM MEJTKUMM Ha3bIBAIOTCS aHEBPU3MBI, €CIIA
UX TUaMETP HaXoAuTcsl B uHTepBaje 2,5—5,0 Z-6anos;
cpenaumu — ot 5,0 mo 10,0 Z-6am10B; TMTAHTCKUMUA —
10,0 u 6onee Z-6amioB. Dra kKinaccuuKalys y9uThbIBaeT
aHTPOMNOMETPUYECKHME JaHHbIC TMalMeHTa u 0ojee 00b-
€KTUBHO OTpaXkaeT CTEIeHb UMEIOIINXCS Y HETO Hapylle-
HUI TeMOIUHAMUKH [8].

AHEBpU3MBI, HE3aBUCUMO OT WX pa3Mepa, HE CO3-
JAIOT TIPETISITCTBUS KOPOHAPHOMY KPOBOTOKY M OOBIYHO
HE COMPOBOXIAIOTCS KJIMHUYECKUMU CUMIITOMAMK
0 pPa3BUTHUS TEMOAMHAMMYECKU 3HAYMMBIX OOCTPYK-
TUBHBIX M3MEHEeHUI (Tpombo03, creHo3). MHTpakopo-
HapHbIe TPOMOBI B aHEBPU3MaX MOTYT He TPOSIBISATHCS
KJIMHUYECKN B CJIydae WX MPUCTEHOYHOTO PACITOIOXKE-
HUST U COXpAaHEHUs YIOBJIECTBOPUTEIHLHOTO KOPOHAPHOTO
KpoBoToka [9]. Bone3nr KaBacakm MoxkeT mpuBecTH
K pa3BUTHIO CEPISYHON HETOCTaTOUHOCTH, WH(apKTa
MMOKapia, MMOKapIWTa, BaJbBYJIUTa, TepUKapaUTa
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¢ TIepMKapAWAIbHBIM BBITTOTOM, Pa3pbiBY KOPOHApHBIX
apTepuii, TIPUBOASIIEMY K TeMOTIepUKapay W BHe3ar-
HOI cMepTH. Y MalueHToB ¢ 6osie3Hblo KaBacaku 4acTo
BO3HUKAET MH(MAPKT MUOKAPIa BO CHE WJIK B COCTOSTHUU
nokost [10]. HaubGosee yactbie JoKain3aimu MHMapKTa
MHOKapaa — TiepeaHeNeperopoaoyHble M HIKHUE Cer-
MEHTBI JIEBOTO Xeymouka [11].

OcnoxHsTh TeyeHue Oosie3Hu KaBacakum Moxer
remModarounTapHbiii ciHApoM. CoTIacCHO TTPOBEACHHBIM
paHee WCCIETOBAaHUSIM TeMO(arolnTapHbIii CUHIPOM
OTMeUajICsl TIPU JUIMTEILHOM WIM PelUANBUPYIOIIEM
TeueHnn Oone3nn KaBacakm. MexaHU3M, C ITOMOIIBIO
KoToporo 6oe3Hb KaBacaku 3armyckaeT pa3BUTHE TEMO-
daroumTapHOTO CMHIpPOMA, MOJIHOCTHIO He u3ydeH [12].
I'emodarouuTapHbIil CHHIPOM — TSIKEJI0€, yTpoXKarolee
SKU3HU 3a00JIeBaHUE, KOTOPOE B OCHOBHOM XapaKTepHU3y-
€TCST TIOBPEXACHUEM WJIK OTCYTCTBUEM aKTUBHOCTH €CTe-
cTBeHHBIX KieToK-KuuiepoB (NK) u murotokcuyeckmx
T-xJIeToK, 4TO TPUBOAMT K HEKOHTPOJIUPYEMOM aKTHU-
BallM Makpo(aroB M THUIEPIKCIPECCUN ILTMTOKUHOB.
Jlo HacTosIIero BpeMeH!u TeModaronutapHblii CHHAPOM
OCTaeTCss MAaJIOU3BECTHBIM OOJBIIMHCTBY I€IUATPOB
1 MTH(PEKIIMOHNUCTOB, BCJIEACTBUE YETO YacTO He TUarHO-
CTUpPYETCS WM JUarHOCTUPYeTCs Tmo3maHo [13].

ITo mannbiM R.K. Pilania u coast. (2021), u3 950
ciydgaeB Oosne3Hu KaBacakm y geteil remodaroumTap-
HBII CUHAPOM ObLT quarHoctupoBaH y 12 (1,3%) — y 10
MaJIbYMKOB U 2 AeBouyeK. CpeaHUil BO3pacT MOCTAHOBKHU
nuarHosa Oone3Hu Kasacaku Obi1 4 roma (ot 9 mec
o 7,5 rona); cpeaHU MHTEpBaJI MEXIY HayaJloM JIMXO-
paIKM M TIOCTAaHOBKOWM amarHosa Oose3Hm KaBacaku
coctaBuia 11 gueit (ot 6 mo 30 mueit). TpombGouuTorne-
Husg Habmonanack y 11 6oabpHBIX. YpoBeHb NT-proBNP
(N-KOHIIEBOM TpeAIIeCTBEHHUK MO3TOBOTO HaTpUitype-
TUYECKOTo TenTuaa) B cpeaHeM coctapisut 2101 mir/mn
(ot 164 mo 75911 nr/mit). AHOMAIUU KOPOHAPHBIX apTe-
puii otMevyeHbl y 5 (41,7%) manueHTOB: B 2 Clyvasx —
IUIaTalvs J€BO KOPOHApPHOI apTepuu, B 2 — Iuja-
TallMsl KakK JIEBOM, TaK UM TPaBOil KOPOHAPHBIX apTepuii
" B 1 — muataums mpaBoil KOpoHapHOU aptepuu [14].

st mabopaTopHOro nmoaTBepxKaeHus ooye3nn Kasa-
CaKM He CYIIEeCTBYET CIelUabHBIX TeCTOB. B ocTpoii
cTaguu 3a00JIeBaHUSI MOTYT OTMEUYaThCsl HEUTPODUITh-
HBIM JIEMKOIIUTO3, HOPMOXPOMHAsl aHEeMUs, KpaTKO-
BpeMEHHOE TOBBIIIEHNE AaKTUBHOCTM TpaHCaMWHA3,
ounupyouHa. Ilokazatenu octpoii da3bl BocmajaeHUs,
TaKMe KaK YBeJIWYeHHE CKOPOCTU OCeHaHWSI DPUTPO-
LIUTOB M KOHLEeHTpanun C-peaKTUBHOTO OeJiKa, MOUYTH
YHUBepcabHbI 1151 6one3Hn KaBacaku u 0OBIYHO BO3-
BpalialTcsl K HopMe K 4—8-i1 Heesne oT Havalia 3aboie-
BaHUS; TOJOXWUTEIbHBIA MPOKATBIIMTOHUHOBEINA TECT.
XapakTepHast yepTta 00Je3HU — TPOMOOILIMTO3, KOTO-
pBIi peKo BCTpedaeTcs Ha 1-ii Hemese 3abosieBaHUS,
OOBIYHO MOSIBNIIETCST Ha 2-1 Helelle U JOCTUTAeT THUKa
Ha 3-11, 3aTeM IIOCTeNeHHO (B HEOCJIOXHEHHBIX CIIy-
Jasx) Bo3BpaliaeTcsi K HopMme Ha 6—10-1if Hemene. M3me-
HEHUS B aHAJIM3aX MOUYM perucTpupytor y 30% O0JbHBIX

KJINMHUYECKUE CJTYHAU

B BMJIe HEOOJIbIION TPOTEUHYPUM, CTEPUIbHON Jeii-
KOUMTYpUU. B JIUKBOpe BO3MOXHBI MPU3HAKU acer-
TUYECKOT0 MEHUHTUTA C TpeobjagaHueM B XUIKOCTU
MOHOHYKJICAPHBIX KJIETOK W HOPMaJIbHBIM colepKa-
HueM Oejka M TJ0Ko3bl. B paHHeit ¢ase 3aboneBaHMs
BCTpeYaeTCs MOBBIIIEHNE B CHIBOPOTKE KPOBU KOHIIEH-
Tpaluu cepaedyHoro TpornoHuHa [7]. [NoteHnmmaabHBIM
GUOMapKepoOM, KOTOPHI MOXET MOMOYb ITHArHOCTH-
poBathb Oosie3Hb KaBacaku, ciyxxut NT-proBNP, Tak
KaK TTOBBIIIEHUE €r0 YPOBHSI KOPPEIUPYET C MOBPEKIE-
HUeM Muokapma [15].

Cpeay MHCTPYMEHTAJIBHBIX METOIOB OOCEIOBAHUS
OGOJIBHBIX BedyIllasl pojib MPUHAMIEKUT XOKapauorpa-
Gun, KOTOpylo PEeKOMEHIYeTCs MPOBOAMTH B OCTPOWA
cTamuu, 3aTeM 4yepe3 2—3 Hel U TOBTOPUTH Yepe3 | Mec
rocJjie HopMajanu3aluy J1abopaToOpHbIX Mokasareseii [16].
B ciyyae HEBO3ZMOXKHOCTY BU3YaTU3MPOBATh JUCTATbHBIE
YaCcTU KOPOHAPHBIX apTepuil TIPU TTOMOIIN 3XOKapIHO-
rpaduu peKOMeHIOBaHbI KOMITbIOTEpHAs ToMorpacude-
cKas aHTHorpadus, MarHUTHO-pPE30HAHCHAs TOMOTpa-
bus wIm KaTeTepu3allioHHass KopoHaporpadwus [2].

IlpossBnenust, cxomHble c Oomje3Hbio Kasacakwu,
nMeeT psaa 3aboJIeBaHUA, COMPOBOXIAEMBIX 3K3aHTE-
MOW M M3MEHEHUSIMU CYCTaBOB: 3TO CUHIPOMBI TOKCH-
YEeCKOTo IOKa W «OLIMapeHHOU KOXW», IOBEHWUJIbHBIA
peBMATOMIHBIN apTput, cuHApoM CrtuBeHca—IKoH-
COHa, a TaKXe psIl 9K3aHTeMHBIX MHbeKuuii. [Tpn Kopu
B omyinume ot 6oJie3Hn KaBacaku He HaOI01aeTCst Iey-
IIEeHUST KOXM Ha KHUCTAX U crtomax. WMHMeKIMOHHbI
MOHOHYKJIE03, BBI3BaHHBIN BUpycoM ImmTeitHa—bapp,
B 10—15% ciyuaeB cOnpoBOXIAAETCSI MaKYyJIOMAMyIe3HOM
CBITTbIO, HO JIUXOpaJaKa MpU HEM IEPXKUTCST OOBIYHO MEeHee
1 Hen, mabopaTopHbIe TaHHBIE TAKKE CITOCOOCTBYIOT TU(D-
epeHIMAIbHON MUarHOCTUKe. ANIGHOBUPYCHAasT MHGEK-
LIUST OTJIMYAETCSl BBIPaKEHHBIMU TPOSIBJICHUSIMA Ha30-
dapuHTUTa, TNXOPAIKON UTMTEILHOCTBIO OKOJIO 5 ITHEH,
MpU 3TOM TaKOM CHUMITOM, KaK <«MaJMHOBBIN SI3BIK»,
HexapakTepeH. [Ipy ckapiaTHe He BCTpedaeTcsl WHb-
eKIIMM KOHBIOHKTHB, a cuHApoM CtuBeHca—/I’)KOHCOHA
(BO3MOXKHBIN BO30Oynutenbs — Mycoplasma pneumoniae)
oTIMYaeTcs ot 6oje3Hn KaBacaku HajmuyeM TocieIoBa-
TETBHO TPAHC(HOPMUPYIOIIUXCST BBICBIMTAHUI: MaKYJIbl—
ManyJIbl—BE3UKYJIbl W OYJUIBI, YPTHKApHbBIE 3JIeMEHTBI
WY CIIUBHASI 3pUTeMa C U3BI3BICHUSIMU M HEKPO30M;
CUCTEMHBIN IOBEHWJIbHBI MAMOIMATUYECKUI apTPUT
MOXeT Ie0ITUPOBATh JUTUTEbHON (2 Hen 1 OoJiee) rek-
TUUYECKOM JIMXOPATKOI, TeHepaTM30BaHHOM TuMdaneHo-
naTtueil U MITHUCTOM PO30BOI JIETydeld CHIMbIO B OTCYT-
crBue aprtputa. O cunnpome CruBeHca—[[’koHCOHa,
Kak U 00 Y3eJKOBOM TOJIMApTEPUUTE, CIEOyeT AymMaTh
y GOJIBHBIX ¢ TTOI03peHneM Ha 6oJie3Hb KaBacaku, KOTO-
PBIM TIPOBENIEHO JIeYeHUEe aleKBATHOM 10301 BHYTPUBEH-
HOTO UMMYHOTJIO0yIMHa 6e3 apdekra [1].

Jleuenue Gonesnm KaBacaku OCHOBaAaHO Ha MaKCH-
MaJIbHO paHHEeM BHYTPUBEHHOM BBEACHUM MMMYHOTJIO-
OyJIMHA B BBICOKOW MMMYHOMOMYJIUpYIOIIEi 103e 2 T/Kr
Macchl Tena pebeHka. JlokazaHO, YTO BBEICHUE MUMMY-
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Maxaposa T.I1. u coasm. TemodbaroMTapHblii CHHIPOM 1 aHEBPU3MbI KOPOHAPHBIX apTepHii y pedeHKa ¢ bone3Hblo KaBacaku

HOTJIOOYJIMHA B OJHY MHOY3UIO (HE MPEBBIIAs TIPU 3TOM
pEeTIAMEHTHPOBAHHYIO CKOPOCTh BBEICHUS TIperrapara)
UMeeT TIPEUMYIIECTBO Tiepes APOOHBIM BBEICHUEM
B TeyeHune 5 mHeit. Kpome Toro, mokaszaHo mpeumyliie-
CTBO J03bI 2 T/KT MO cpaBHeHMIO ¢ no3oit 1 r/kr [17].
[Mpu BBeneHNM UMMyHOTTIOOYIMHA 10 10-TO THST BKITIO-
YUTETHHO IMaHC 00pa30BaHUS aHEBPU3M KOPOHAPHBIX
apTepuil yMEHBIIAeTCs, a PU BBEICHUN UMMYHOTJIO0Y-
snvHa rtocse 10-ro qHs pe3Ko yBeanuuBaeTcss — B 5,8 pasa
(o cpaBHEHHUIO €O BceMu 0Oosiee paHHUMMU CPOKaMu
BBeneHus) [18]. Mcronb3zoBaHue aneTUICATAIIMIOBOM
KUCJIOTBI YCKOPSIeT KyMMPOBaHUE JIMXOPANAKUA U TPYTUX
TIPOSIBJICHWT 3a00JieBaHUsI, TIPEMYTIPEXAaeT pPa3BUTHE
KOpPOHAapHbIX TPOMOOB. B ocTpoii dhaze 3aboneBaHus npe-
rmapart HazHavaetcs B mo3e 30—50 mr/Kkr/cyT B 3—4 mpu-
emMa, yepe3 2—3 CcyT rocjie KylmupoBaHMSI JIUXOPAIKU 103y
CHMXAIOT 10 Je3arperaHTHoi (3—5 mr/Kkr/cyT). JleueHue
B 3TOI JI03e TIPONOJTKAIOT He MeHee 6—8 Hem u Ooiee
IUTUTETBHBIM KYPCOM y JIeTeil ¢ KOPOHApHBIMU aHEB-
pusMamMu. BaXHO TTOMYepKHYTh, YTO WCIIOJIb30BaHUE
Al TYJICAIMIIVIIOBOIM KUCIOTHI BTOPOCTETICHHO; OCHOB-
HBIM METOJIOM JIEYeHUST 3a00JIeBaHUS TIPU3HAHO paHHEe
WCIIOJIb30BaHNEe MMMYHOTJIOOYJIMHA B aleKBaTHOW MO3¢
¢ coOJIoIeHeM TeXHUKHU ero BBeneHus [5].

Knunnyeckuii ciyvaii. /IeBouka 7 mec, HaxomauBIla-
siCsl Ha CTAIlMOHAPHOM JICUCHUU B KapIUOJIOTUICCKOM
otneneHun JleTckoi pecryOoJuKaHCKOW KIMHUYECKOMH
OOJIbHUIIBI.

W3 anammesa yncusnu U3BECTHO, UTO PEOEHOK OT 2-ii
OepeMeHHOCTH 2-X CpOYHbIX poaoB. Macca Tena
pu poxxaernu 3400 r, mmuHa Tera 52 cM. Pusmyeckoe
U TICUXOMOTOPHOE DPa3BUTHE IO Bo3pacty. CeMeiHBIiI
aHaMHe3 He OTSITOIICH.

Anamnues 3ab0nesanus. 3adomena octTpo ¢ heOpuIbHOMI
JIUXOpallK, 3AJI0KEHHOCTU HOCA, HEYCTOMYMBOTO CTYJA,
KOHBIOHKTUBUTA. YYaCTKOBBIM TIEIUAaTPOM BBICTAB-
JIEH JUarHo3 «OCTPOE PEeCNUpaTopHoe 3a00JeBaHUE»,
Ha3HAUeHO cUMIIToOMaTuyeckoe jedeHue. Yepes 3 aHs
Ha ¢oHe coxpaHsioleics: HeOpuabHON JMXOPAAKU
OTMEUEHO TTOSIBJICHUE CYXOCTH T'y0, TISITHUCTHIX BBICHITIA-
Huil Ha Tene. K Tepanuu moGaBieHBl aHTUTHUCTAMUHHBIE
TpeTapaThbl.

CocrosiHue pebeHka 0e3 TMHAMMKHU, B CBSI3U C YeM
Ha 8-ii JeHb 3a00JieBaHMsI HaAMpaBjieHa Ha CTallMOHap-
HOEe JiedyeHrWe B OEeTCKyl0 WHGMEKIMOHHYI0 OOJIbHUILY
C IMarHo3oM: sHTepoBupycHas nHbekuus (?). Bo Bpems
npedbIBaHUSI B CTAllMOHApPE COCTOSIHUME peOeHKa TsKe-
Joe 3a cuer (eOpPUIbHON JIMXOPAIKU, PE3UCTEHTHOM
K aHTUOAaKTepUaTbHOW Tepanmuu, TOpaXeHWs CIU3U-
CTBIX 000JI0UeK, KOXHOro cuHapoma (puc. 1). B ma6o-
pPaTOPHBIX aHAIM3aX MPU3HAKU BHICOKOW TYMOpPaJIbHOM
AKTUBHOCTU (HEUTPOMUIbHBINA JIEHKOLMTO3, yBeJIUve-
Hue COD, nosbillieHUe YpoBHsI C-peakTUBHOIO OeJika,
MpeCceNTUHA, HapacTalolMii B IWHAMHUKE TPOMOOIIN-
103 (0 860:10°/1 Ha 16-i1 meHb Gonesnm). MckioueHo
T€YeHUE IHTEPOBUPYCHOM, POTABUPYCHON WHOEKIINIA,
MHMEKIIMOHHOTO MOHOHYKJIE03a, aHTuTesna kjacca M
u G x COVID-19 ne BbisiBneHsbl. [Ipu peHTreHorpadun
OpPraHOB TPYIHOU KJIETKU AMarHOCTUPOBAaHA TBYCTOPOH-
Hs1s1 TTHeBMOHuUs. [lonyyana MHQY3MOHHYIO Teparuio,
aHTUOaKTepuaJbHYIO Teparnuio (cysbrnepaued, aMuKa-
1IMH), TIEHTOTJIOOMH, NeKCaMeTa30H 3 MHBEKIINU, CUMII-
TomaTtuyeckyto Tepanuo. C 20-ro nHs1 3a0oseBaHUs
OTMEUEHO YXYIIIEHUE COCTOSTHUS 3a CUYET HapacTaHus
WHTOKCUKAIIMM, COXpaHstoleicss (QeOpuibHON JIMXO-
pamKu, TPUCOCTMHEHUsT TeMOPParuiIecKoro CUHIPOMA.

Puc. 1. Coinb Ha KoxKe B ocTpoii cragun Cunapoma Kasacaku (20-ii nenb 0ose3nu).
Fig. 1. Skin rash in the acute stage of Kawasaki syndrome (day 20 of illness).
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B o61iem aHanm3e KpOBU CHUKEHHME YPOBHST TPOMOOLIM-
TOB 110 92-10°/71.

Ha 23-i1 nenn 3a0oneBaHusT HampaBieHa B [leTckyio
PeCTTyOIMKAHCKYIO KIMHUYECKYIO OOJBHUILY C JAMAarHO-
30M: CHHIPOM MYJIBTUCUCTEMHOTO BOCTIAJIEHUSI, TeMOppa-
TMYECKU CMHAPOM, PEKOHBAJIECIIEHT ABYCTOPOHHEN TI-
HEBMOHUM, aHEMMUST TSKEJION CTETIEHN CMEIIaHHOW 3TH-
onoruu. [Ipy MOCTYIUIEHUN B peaHUMAllMOHHOE OTIesIe-
HUE COCTOSTHUE IeBOYKHU pacClieHEHO KaK OYeHb TKEI0e
3a CUeT WHTOKCUKAIUM, acCTeHU3alu, aHEMUH, TeMOP-
parmueckoro M KWIIIEYHOTO CHUHIPOMOB. Macca Teja
8040 r, poct 74 cm. B co3HaHuM, GecrnokoiiHa, Karpu3Ha.
MpuIeyHbI TOHYC HOpMallbHBIN. 3paukn: D=S, doTto-
peakiys XuBas. BobIoit poTHUYOK Ha YPOBHE KOCTEM
yeperna. KoxXHbIe TOKPOBLI PO30BbBIE, TIAITYJIE3HBIE BBICHI-
MaHus TIO0 BCEMY TYJOBUILY, TeMOpparnueckasi ChIIlb
Ha TPYIHU, B TOAMBIIIEYHBIX 1 TAXOBBIX 00JIACTSIX (pUC. 2).
BumuMmeble cM3ucThie 0GOJIOUYKH: BhIPAXKEHHBIN XEWJTUT,
reMopparmyeckue KOpPOYKM B HOCY, CIU3HCTBIE 000-
JIOYKM POTOBOM TOJIOCTU sipkue. Typrop TKaHel ymIoB-
JIETBOPUTENbHBIN, OTEYHOCTh KUCTEH, CTOIT, Tria. JIpxa-
HUE CaMOCTOSITEIbHOE, TPOBOAMTCS TIO BCEM ITOJISIM,
XPpUIbl HE BBICIAYIIMBAIOTCS. TOHBI cepaua MpUIraylieH-
Hble, pUTMUYHEIE. ['eMonnHamMuKa ycroiiuuBasi. 2KUBOT:
MSTKUI, 0e300e3HeHHBbI Tpu nanbnanuu. [ledyeHb:
+2 cm Huxe pebepHoii myru. Cenesenka +0,5 cm. Co
CJIOB MaTepu, MOUYUTCA PEOKO. YCTAHOBJIEH MOYEBOW
karerep. CTyn yuvallieH, OOMJIbHBIN, XKUIKWMA, XEITO-
3eJIEHOTO 1[BeTa ¢ HellepeBapeHHBIMM KOMOYKAMHU.

IIpu nabopatopHoM o0OcCienOBaHMM B OOIlEM aHa-
JIN3e KPOBU ONPENESUTUCh aHEMUS TSDKEJION CTereHu
(remorobuH 66 1/1, spurpountsl 3,9-10'2/1), HeiTpo-
wbHBIA JeiikounTo3 (JlekouuTsl 12,9-10°/1, HeitTpo-
dwner 77,7%), tpombounTonerust (39-10°/im). B ouoxu-
MUYECKOM aHajn3e KpoBu runomnpoteuHemus (39,5 r/mn),
runoansoymuHemusi (21,1 r/;1), TOBbBILIIEHUE YPOBHSI
C-peaktuBHoro Oenka (10,878 wmr/mi), me4eHOYHO-
MOYeyHble TPOOBI, MPOKAIBIIMTOHUH, MapKepbl Kap-
nUoIMToNMM3a (KpeaTMHKMHA3a, JIaKTaTaernapornHasa)
ObuUIM B Tipenesiax pedepeHCHBIX 3HaueHuit. B obiem
aHaJiM3e MOYM TpoTeuHypusi A0 75 mr/mi. B koarymo-

Puc. 2. Temopparudyeckasi Chilib HA TPYAM W MOAMBIIIEYHOM 00-
aactu (23-ii neHb 00e3HH).

Fig. 2. Hemorrhagic rash on the chest and armpit area (23rd day
of illness).

KJINMHUYECKUE CJTYHAU

rpaMMe MPU3HAKOB TMIO- U TUTIEPKOATYJISIIIUKA He ObUIO.
VYpoBenb D-numepa He mnoBblieH (2,47  MKr/Mmi).
JIst MCKJTIOYeHMsT cericuca TMpoBeleHO 0aKTepruoIoTH-
YyecKoe UCCeoBaHNe KPOBU Ha CTEPUILHOCTD: B KPOBU
MUKpodJiopa He OOHapyXeHa.

Ha snexrpokapauorpamMme perucTpupoBajicsl CUHYCO-
BBII pPUTM, YacTOTa CEpIEeYHBIX COKpaIeHni 161 B MUHYTY,
BEPTUKAJILHOE TIOJIOKEHHME 3JIEKTPUYECKON OCH cepila,
HapylIeHue TIPoLeccoB penossipusauuu. [1o tTaHHBIM 3X0-
Kapauvorpaduu paamepbl Kamep cepilia u TOIIMHA CTEHOK
JIEBOTO KeJTylIouKa B HOpMe, COKpaTUTeIbHAsi CTOCOOHOCTh
MMOKapJa He HapylleHa; TepukKapn 0e3 OCOOeHHOCTEN.
JleBasi KopoHapHasi apTepusi BU3yalu3MpoBajiach Ha Tpo-
TskeHuu 10 MM, pacimupena 1o 4 mum. [IpaBasi KopoHap-
Hasi apTepusi BU3yaJIM3UpOBaiach Ha TIPOTSLKEHUU 17 MM,
JIMaMeTp Y YCThsI 4 MM, fajiee Ha pacCTOSTHUM 3 MM OT YCThsI
MMEJIOCh JIOKaJIbHOE paciiipenue 1o 4,9 MM, IucTajabHee
Hero aptepusi paciuvpeHa 10 3 MM. [Ipu ynbsTpazBykoBoM
WUCCIeIOBAHNY OpPTraHOB OpIOIIHOM TIOJIOCTH BBISIBJIEHO
yYMepeHHOe YyBeJIMUeHMEe TMpaBoil J0u TeyeHu (88 Mm)
0e3 UIBMEHEHU I XOCTPYKTYPBI.

IIpyu peHTreHOBCKOIl KOMITbIOTEpPHOI TOMOrpachuun
TPYIHON KJIETKU OTMEYAIIMCh MPU3HAKW MPaBOCTOPOH-
HEero TIUIeBpMTa, MHOXECTBEHHbIE OYaru YIUIOTHEHMUS
MapeHXUMbI ¢ 00eMX CTOPOH, XapaKTepHbIE IIJISI BUPYC-
Horo reHe3a. [1o maHHBIM KOMITBIOTEPHON TOMorpaduu
TOJIOBHOTO MO3ra TeMOpparnyeckux M MIIeMUYECKUX
nposiBieHuin He BbIsIBIeHO. [lpu HelipocoHorpaduu
CMEIIEHUST CPEAMHHBIX CTPYKTYP HE BBISIBJIEHO, OYaro-
BbI€ UBMEHEHUS B BEIIECTBE MO3Ta JIOCTOBEPHO HE BU3Y-
aTM3UpOBAINCH. B CBA3M ¢ HajiMuueM TPOMOOIIMTOTIE-
HUM, aHEMUMU, JIEMKOIIMTO3a TPOBEACHO MCCIIeOBaHNE
MyHKTaTa KOCTHOTO MO3ra: ITyHKTaT KOCTHOTO MoO3ra
TUTIOKJIETOUHBIN, TTOMUMOP(MHBIN, MUEJTOUIHBI POCTOK
pacuiMpeH, co3peBaHue HEWTPODUIOB YCKOPEHO; 3pHU-
TPOLUMTAPHBIN POCTOK CYKEH; MEeTaKapuOIIUThI B I0CTa-
TOYHOM KOJIMYECTBE; JAHHBIX, MOATBEPXKIAIOIINX TEMO-
0J1aCTO3, HE BHISABJICHO.

C ydeToM UIUTENBHOCTU (HeOPUIHHON JMXOpaaKu
o 3 Hel, HAIMYMSI KOHBIOHKTUBUTA, XEWIUTa, OTEYHO-
CTU KUCTEM U CTOM, MOJUMOP(MHBIX KOKHBIX BHICHITTAHUIA
o Bcemy Teny, orcyrcTBust aHturesa K COVID-19, ane-
MUU TSDKEJION CTeNeHU M TPOMOOIUTOIIEHUM, BBICOKUX
YPOBHEI BOCIAJUTEIbHBIX MapKepoB, HaIuuus chop-
MUPOBABIIIMXCS aHEBPU3M MPABOI U JIEBOI KOPOHAPHBIX
apTepuii ObUI BBICTABJIEH TMpPEIBAPUTENIbHBINA JMArHO3:
o0one3nb KaBacaku, nuxopamodHast ctagust ¢ pOpMHUPO-
BaHMEM aHEeBpU3M KOpPOHApHBIX apTepuii. TpoMmOouu-
toneHusi. TeyeHue remocaromurapHoro cuHapoma (?).
PebeHky Ha3HaueHa Tepamnusi: BHYTPUBEHHBIA HWMMY-
HOTJIOOYJIMH 0 KYpCOBOM 03Bl 2 T/KT, IyJIbC-TEpariusi
METUJITIPeTHU30JI0HOM B mo3e 20 mr/kr, 20% pacTtBop
abOyMMHA, C 3aMECTUTEJIbHOM 1IeJIbl0 TepesiuTa dpU-
TpouMTapHasi Macca, METPOHUIa30J1, OMEeNpa3oJ, AUOC-
MEKTUH, 3HTepodypui, (GypocemMua To MOKa3aHUSIM.
AleTwicaMIMiioBasi KUCJIOTa HE Ha3HavYeHa B CBS3U
C BBIpaXkKe€HHOI TPOMOOIIMTOTIEHUE.
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Maxaposa T.I1. u coasm. TemodbaroMTapHblii CHHIPOM 1 aHEBPU3MbI KOPOHAPHBIX apTepHii y pedeHKa ¢ bone3Hblo KaBacaku

Ha ¢oHe Tepanuu Habmomanach IMOJOXUTEIbHAS
MUHAMWKA COCTOSTHHSI: OTCYTCTBHE TOBBIIIICHUST TEMIIE-
paTypel Tena mo (GeOpMIbHON, TEHISHIIUS K yracaHUIO
KOXXHOTO TIpoIlecca; OTeYHOCTh KWCTeW W CTOI, Ipo-
SIBJICHWSI TEMOPPAarmyecKoro CHHIPOMA pPa3pelIvInCh.
B naGoparopHbIx aHaiM3ax aHEMUsT KynmupoBaHa (TeMo-
roouH 111 1/1), ypoBeHb TPOMOOIIMTOB HOPMAIM30-
Basicst (195-10°/71), ypoBeHb C-peakTUBHOTO Gesika CHU-
suics no 1,87 mr/m.

IMo crabuiauzaiuu COCTOSIHMS Ha 26-i neHb 3a00-
JIeBaHUsI ObIIa TepeBeeHa B KapIUOJOTHUECKOE OTIe-
smeHre. C y4eToM TIepeHEeCEHHOTO TeMo(arommTapHoTo
CHUHIpOMA Teparus METUITIPETHNU30JIOHOM BHYTPUBEHHO
MPOIOJIKEHa co CHIKeHreM 036l (10—5 mr/kr). C aHTH-
arperaHTHOW IIeTb0 Ha3HAUYeHAa AalleTUJICATUIIAIIOBASI
KucjaoTta B mo3e 5 mr/kr/cyr. Ha 28-it meHb Gose3HU
pe3Koe YXYIIIeHUE COCTOSTHUSI — BBIpaXXEHHOE Oecrio-
KOMCTBO, TJTay C TOCJIEMYIONNM YTHETEHUEM IBhIXaHUsI,
CepICYHON NeSTeTbHOCTH W CO3HAaHUS, 0e3 CHIDKCHUS
apTepUaIbHOTO MaBJICHMSI, Pa3IUTON ImaHo3. JeBouka
SKCTPEHHO TepeBelieHa B PeaHUMAIlMOHHOE OTHeICHUE
B KpaifHe TSKeJIOM COCTOSTHUY, O0YCITOBJIEHHOM KapIaro-
pEeCTIMPaTOPHON HEIOCTAaTOYHOCTHIO, TIPOBEICHA cema-
1S ¢ TIOCTIeAYIOIe MHTYOalIue.

ITo naHHbBIM J1aGOpaTOpPHOTO 0OCIETOBAHUST OTMEYAJICS
Tpombormro3 (401-109/m), netikonmros (29,7-109/m),
TOBBIIIEHWE  YPOBHS  acmapTaTaMUHOTpaHCchepasbl
no 107 en/n, maktataeruaporeHassl 10 830 en/n, Hapac-
TaHue ypoBHs C-peakTUBHOTO Oenka 10 7,9 M/, mpo-
KaJbLMTOHUHA 10 5,81 Hr/mi, 3HAYMTEIBbHOE TOBBI-
menue ypoBHsa NT-proBNP no 11160 nr/mi (Hopma
mo 125 mr/mn), TpomonmHa I mo 5,1 Hr/mia (HopMma
o 0,5 ur/mi). B koaryimorpamMmme — TEHISHLMST K CHU-
XeHuIo ypoBHs1 ¢uOpunorena (0,6 r/m). Ha smekrpo-

KapIuorpaMMe pPerMCTPUPOBAINCH TPU3HAKU WIEMUU
¥ TIOBPEXKICHUST MUOKApP/Ia TT0 TIepeTHETePeTOPOIOTHOIM,
HIDKHEW 1 O0KOBOI CTEHKAX JIEBOTO XeTyI0UKa (TIOTbeM
cermeHTa ST B otBenenusx I, AVL, V2—V4 no 1,0—2,0 mm
¢ BbICOKOAMIUIUTYIHBIM 3y01ioM T; puc. 3). [1pu axokap-
nrorpadvy yIacTKOB TMTITOKMHE3UN MUOKApa He BBISIB-
JIeHO, (pakiusi BHIOpOca JICBOTO XETyIodKa B HOPME
(69%); coxpaHsITMCh aHEBPU3MbI KOPOHAPHBIX apTEPUid,
TPOMOBI B TTPOEKIINYA KOPOHAPHBIX apTepUil TOCTOBEPHO
He BU3YaJTM3UPOBAIIUCE.

C ydJeToM BBISIBIICHHBIX NPU3HAKOB OCTPOTO KOPO-
HapHOTO CHUHApPOMa Ha3HaueHa KapAMOTOHWYECKast
Teparmusi TohaMUHOM B IT03¢ 5 MKT/KT/MWH, Terapu-
HoTepanust B mo3e 20 em/Kr/4, TpomoJKeHa Teparmvst
alleTWICAIMITWIIOBO KucioToit. [lpwHUMas BO BHU-
MaHWe peIUANB JIUXOPANKHW, TIOBBIIICHUE YPOBHS
C-peakTUBHOTO Oefka YW TPOKAJIBIIUTOHWHA, TPUHSTO
pelIeHne TTIPOBECTH BTOPOI KypC BHYTPUBEHHOTO MMMY-
HoroOynmnHa B o3¢ 2 T/Kr. Bo BpeMs TipeObIBaHUS
B peaHMMAllMOHHOM OTAEJIeHUM (B TeYeHue S5 mHel)
ToJTy4yajia pecripaTopHYIO TOMIEPKKY: MCKYCCTBEHHAS
BEHTUJIALMS JIeTKUX B TeueHue 3 nHeil, CPAP B TeueHume
1 nHs, nanee akctyoupoBaHa. KapnnoroHuyeckast Tepa-
st TOOYTaMUHOM TTPOIOJIKATach CO CHYDKEHUEM O3B
0 3 MKT/KT/MWH ¢ TIocienytomeil otMeHoit. Ha ¢one
Teparuy TIOSIBWJIACH TIOJIOKUTEbHAS TMHAMUKA: pede-
HOK JIOCTaTOYHO aKTWBHBINM, TeMIiepaTypa Teja HOpMa-
JIU30BajIach, yPTUKAPHBIC BBICHITIAHUS Ha KOXKe NCYe3ITH,
MPOSIBJIEHUST XeMJIUTa ¢ yMEHBIIeHUEM, 00pa30BaliiCh
reMopparndeckre KOpouKy Ha JIUIIE U TOJICHSIX (puc. 4).

Ha 33-ii neHb 607€3HU MO CTAOWJIM3ALIMU COCTOSI-
HUS ObUTa TIepeBeNeHa B KapAUOJOTUIECKOe OTAeTeHUE
VTS MasibHelimero nedeHusi. Ha 6-if Hemene 3aboseBa-
HUST HAYaJIOCh MEJTKOTIAaCTUHYATOE TIeJTYIIIeHNE Ha KOXe

Puc. 3. ®parMeHT 3/1€KTPOKAPAMOTPAMMBI 1€BOYKH HA 28-ii 1eHb 00J1€3HM: MPU3HAKH OCTPOTO KOPOHAPHOTO CHHAPOMA.
Fig. 3. Fragment of the electrocardiogram of the girl on the 28th day of the disease — signs of acute coronary syndrome.

POCCUVICKVI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2023; 68:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)




Tabauya. OueHKa tuamMeTpa aHeBPH3M KOPOHAPHBIX
aprepuii (Z-score)

Table. Estimation of the diameter of coronary artery
aneurysms (Z-score)

JleBasi koponapHasi ~ IIpaBasi KopoHapHas

PTG aprepus (z-0aJIb1) aprepus (z-0aJIb1)

23-i1 6,75 9,92
34-ii 11,14 7,9
40-i1 7,04 5,88

KucTeir m Hor. OTMevasloch TakKe TOSIBIIEHUE DK3eMa-
TO3HBIX BBICBIMTAHWIM Ha JIMIE W TIPaBOM TIpEATLIeYbe
(puc. 5). KoHcynbTupoBaHa IepMaTojioroM, BbICTaBJICH
JIMarHO3: MUKPOOHas 9K3eMa B CTAJNU pa3pelIeHMSI.

3a BpeMs TIpeObIBaHMS B cTallMOHape Ha oHe Tepa-
MU OTMEYEeHA TTOJIOKUTEIbHASA IMHAMKUKA. B KOHTPOJTb-
HBIX aHaJu3aX OTCYTCTBOBAJIM TPU3HAKU BOCTIAIUTEIb-
HOM aKTUBHOCTH, COXpaHsIICs TpoMOoLuTo3 (609-10°/1).
Ipu3HaKoB TUIO- M TUIEPKOATYJSIUWM HE OTMedYa-
JIOCh, OMOXMMWYECKHE TIoKasaTeld HOpMaJu30Ba-
nmck; cHusuics ypoBeHb NT-proBNP no 2994 mir/wmu,
HOpMaJM30Bajicsi ypoBeHb TpomoHuHa I. ITo maHHBIM
axoKapauorpacduu Ha 5-ii Hemenae OOJe3HM OTMeda-
JIOCh CHIDKEHHME COKPATUTEJbHOW CITOCOOHOCTH JIEBOTO
xemyaouka (dpakumst BeiOpoca 59%), 4TO B COUYETAaHUM
¢ TIpU3HAKaMU AUACTOJINIECKOM JUCHYHKIIUM MUOKapaa
MTOCTYXWJIO OCHOBAHHWEM JIJIsST HAa3HAUYECHUST KapBeauIoa.
B nnHamMuKe coKpaTUTeNIbHAs CITOCOOHOCTD Ceplia HOp-
MaJin30BaJiach.

C y4yeToM JaHHBIX aHAMHe3a, KIMHUYECKOM Kap-
TUHBI,  PE3yJIbTaTOB  J1abOPaTOPHO-MHCTPYMEHTAIb-
HBIX MCCJIeIOBaHUI ObUT BBICTABJIEH AMATHO3: «O0JIe3Hb
KaBacaku, nuxopamouHast cTagus ¢ (popMHpOBaHUEM
aHEeBPM3M KOPOHAPHBIX apTepuii. OCTPhIii KOPOHAPHBII
CUHIPOM. BTOpWYHBIN TeModarouutapHbIii CUHIPOM.
MukpoOHas 5K3eMa B CTaIuU pa3pelIeHNsT».

B mHactosiiee BpeMs, TIO JaHHBIM 3XOKapauorpa-
(uu, aHEeBPU3MBI KOPOHAPHBIX apTepHil COXPaHSIIOTCS
(olleHKa JAWaMeTpa aHeBPU3M KOPOHAPHBIX apTepuit
B Z-06ajutax TIpencTaBlieHa B TaOIWIE), NAHHBIX, MOMI-
TBEPXKIAIOIINX TPOMOBI B KOPOHAPHBIX apTepHsIX, HET.
C y4yeToM c(HOPMUPOBABIINUXCSI aHEBPU3M KOPOHAPHBIX
apTepuii OoJIbHAsT yrpoxkaema IO pa3BUTUIO MINEMU-
YyecKMX mopaxeHuit muokapna. Ha 53-ii neHb Gojie3Hn
BBITTMCaHA B CTAOMJIILHOM COCTOSTHUM Ha aMOyJaTOPHBIN
9Tall JIEUeHUsT U JUHAMUYECKOTO HAOMIONEHMS TeTCKUM
KapauoJOTOM U TIeINaTPOM.

0OO6cyxaeHue

IpencraBieHHoe HamMy KJIMHUYECKOE HaOone-
HUE JeMOHCTPUPYET pa3BUTHE MOJHOU (OpMEI 00JIe3HN
KaBacaku y 7-mecsauHoii meBouku. K ocoOeHHOCTSIM
9TOrO cliydass OTHOCSITCSI Pa3BUTHE OCTPOTO KOpOHap-
HOTO cMHIpoMa, (popMUpOBaHNE aHEBPU3M KOPOHAPHBIX
apTepuy, pa3BUTHE BTOPUYHOrO TeMO(arolnuTapHOIO
CUHIpOMa.

KJINMHUYECKUE CJTYHAU

G

Puc. 4. I'emopparnyeckne KOpoYKH HA rojieHn Ha 35-ii 1eHb 00-
JIe3HH.

Fig. 4. Hemorrhagic crusts on the lower leg on the 35th day
of the disease.

Puc. 5. DK3emaTo3Hble BhIChbIaHud Ha Juue (38-ii 1eHp 00-
JIe3HN).
Fig. 5. Eczematous rashes on the face (38th day of illness).

Ilo3nHga TocTaHOBKA JMarHo3a y peOeHKa oO0y-
CJIOBJIEHa paHHUM Je0ITOM 3a00JieBaHUS, pa3BUTHUEM
HeroHOro cuHapoma KaBacaku B nebrore 3aboJieBa-
HUSI, OTCYTCTBUEM HACTOPOXEHHOCTH Bpayeil B OTHO-
IIeHWX JAHHOTO JuarHo3a Ipu ¢heOprIbHON JIMXopaake
oosiee 5 nHei. OTCpouyeHHOE BBelEeHUE BHYTPUBEHHOTO
uMMyHor00ynuHa (ro3nHee 10-ro gHS GOJIE3HU) MPU-
BeM K (hOPMUPOBAHUIO aHEBPU3M KOPOHAPHBIX apTe-
puii M pa3BUTHIO OCTPOTO KOPOHAPHOTO CHHApPOMA,
YTO MOTPeOOBAIO BBEIECHUST KapAUOTOHUKOB U TIPOIOJI-
JKEHMST aHTUKOATyJISTHTHO#W Teparmu. OTpunareabHast
MUHaAMUKa TedyeHus 3aboseBaHusi ¢ 20-ro IHSI OOJIe3HU
B BUIE YXYAIIEHUS COCTOSHUSI 3a CYeT HapacTaHUs
WHTOKCHKAIIMK, COXpaHstoueicss (QeOpuIbHON JIMXO-
pamKku, TPUCOEINHEHUs TeMOPParn4eckoro CHHApOMa,
Pa3BUTHST aHEMUU TSKEJION CTETIEHW M TPOMOOIUTOTIE-
HUU TpeboBajla MCKITIOYEHUs Ccercuca, remMo0acTosa,
reMo¢arolMTapHOro  CUHIPOMA. OTpuLATETBHBIN
pe3yabTaT 6aKTepUOJIOTMYEeCKOT0 MCCIeTOBAaHUST KPOBH,
OTCYTCTBHME 0JJaCTOB B MyHKTaTe KOCTHOTO MO3ra Halld
OCHOBaHUE MPEATOJNIOXUTh Pa3BUTHE BTOPUYHOTO TEMO-
¢aromurapHoro cuHapoma Ha hoHe 6one3Hn KaBacaku.
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Makaposa T.11. u coasm. TemodaroumTapHblilt CHHIPOM M aHEBPU3MbI KOPOHAPHBIX apTepuil y pebeHKa ¢ 6ose3Hblo Kaacaku

BBumy pasButmsa remodaronmTapHOTO CHHIpOMA
y pebeHKa JieueHre TTPOBOIMIOCH BHYTPUBEHHBIM UMMY -
HOTJIOOYJIMHOM W TIyJIbCaMM  METWJIIIPEeTHM30JI0HA,
Ha3Ha4YeHME alleTUICATTUIIMIOBOM KUCIOThI ObLIIO OTCPO-
YeHO M3-3a BBIpaXKeHHOU TpombOoumTorieHnu. Teparms
METUJIIPETHN30JIOHOM U BHYTPUBEHHBIM WMMYHOTJIO-
OynmrmHOM 3P @PEKTUBHO KOHTPOJUPOBAjia aKTUBHOCTH
BOCITAJIEHMSI U TIpWBeJla K KYyIIMPOBAaHUIO aHEMUU
1 TpoMOoLuTOoIeHnn. TaknuM o0pa3oM, CBOeBpeMeHHas
JIMArHOCTHKA TaKOTO MOTEHIIMATLHO JIETAIBHOTO COCTOSI-
HUS KaK BTOPUIHBIN TeModarouTapHblii CHHIPOM IIpH-
BeJia K 0J1aroIpUsITHOMY MCXOIY.

BoiBOAbI

JINTEPATYPA (REFERENCES)

1. Cnus3ucTo-KoxXHbIN JuMboHOMYyIsIpHbI cuHApoMm |[Kasa-
caku| (cunapom/6one3nb KaBacaku) y mereit. KinuHuue-
ckue pekoMeHmaumu, 2016; 41. [Mucocutaneous lympho-
nodular syndrome [Kawasaki] (Kawasaki syndrome/disease)
in children. Clinical recommendations. 2016; 41 (in Russ.)]
https://www.pediatr-russia.ru/information/klin-rek/dey-
stvuyushchie-klinicheskie-rekomendatsii/CKJIHC %20
(Kaacaku)%20metn%20CIIP.v2.pdf / Ccblika akTUBHa
Ha 03.08.2023

2. Jlobposanos A.E., JImumpues /1., Imumpuesa E. IO., I'yumseo-
6a JI. TpymHOCTM TUaTHOCTUKY U JieueHus1 6one3nu Kasaca-
Kku y aereii. Poccuiickuil BECTHUK MEPUHATOJIOTUU U TIEAU-
atpun 2020; 65(6): 122—128. [Dobrovanov A.E., Dmitriev D.,
Dmitrieva E.Yu., Gushtyavova L. Difficulties of diagnosis and
treatment of Kawasaki disease in children. Rossiyskiy vest-
nik perinatologii i pediatrii 2020; 65(6): 122—128. (in Russ.)]
DOI: 10.21508/1027—4065—2020—65—6—122—128

3. [lenne H.A., [loduepusesa H.C., Jlickuna I'.A. PykoBOaCTBO
mo gerckoit pesmarosorun. M.: I'DOTAP-Menua, 2011;
720. [Geppe N.A., Podchernyaeva N.S., Lyskina G.A. Hand-
book of pediatric rheumatology. Moscow: GEOTAR-Media,
2011; 720. (in Russ.)]

4. Caenyosa T.B., Anexceesa E.U., bzaposa T.M., Ilenuco-
6éa P.B., Hcaeéa K.b., Yucmsakoea E.I., u dp. JlnarHocTHKa
cuHapoma KaBacaku M ONBIT MPUMEHEHUsST UMMYHOTJIOOY-
JIMHA HOPMAJIbHOTO YeJIOBeKa ISl BHYTPUBEHHOTO BBEIC-
nus. [Neauarpuueckas dapmakosnorust 2014; 11(4): 97—102.
[Sleptsova T.V., Alekseeva E.I., Bzarova T.M., Denisova R.V.,
Isaeva K.B., Chistyakova E.G. et al. Diagnosis of Kawasaki
syndrome and experience in the use of normal human immu-
noglobulin for intravenous administration. Pediatricheskaya
farmakologiya 2014; 11(4): 97—102. (in Russ.)]

5. Jlymgyaun H.H. Cunapom Kapacaku: KIMHUYECKUE all-
TOPUTMBI U TIpoGJieMa TUIOAUMArHOCTUKM 3a00JIeBaHUSI.
BecTHUK cOBpeMeHHON KIMHUYECKOW MeauuuHbl 2016;
9(2): 52—60. [Lutfullin I.Ja. Kawasaki syndrome: clinical al-
gorithms and the problem of underdiagnosis of the disease.
Vestnik sovremennoi klinicheskoi meditsiny 2016; 9(2): 52—
60. (in Russ.)] DOI: 10.20969/VSKM.2016.9(2).52—60

6. Jleonmvesa A.A., Hlupunckas O.I., Jlvickuna I'.A., Tloouep-
naeea H.C. TlopaxeHue cepiuua M KOPOHApHBIX apTepuii
npu cunapome Kaacaku. Poccuiickuiit BeCTHUK TiepuHa-
tojoruu u nexuatpun 2014; 59(6): 25—-31. [Leontieva A.A.,
Shirinskaya O.G., Lyskina G.A., Podchernyaeva N.S. Heart
and coronary artery disease in Kawasaki syndrome. Ros-
siyskiy vestnik perinatologii i pediatrii 2014; 59(6): 25—31.
(in Russ.)]

7. Jleickuna TA., [Hupunckas O.I. KnuHuyeckasi KapTUHA,
JMIMAarHOCTMKA U JieueHWe cuHapoMa KaBacaku: M3BeCTHBIE

1. bone3nn KaBacaku cienyer paccmMaTpuBaTth Y BceX
JeTei ¢ ITMTEIbHOM JTMXOpaaKoil >5 nHeil, a coueTaHue
JUTUTETbHOM JIMXOpaaKu Jaxe ¢ 2—3 TUMUWYHBIMU TIPU-
3HaKamu O6osie3Hu KaBacaku n0JKHO ObITh aOCOIOTHBIM
MoKa3aHNeM K ITPOBeIeHMIO 3XoKapauorpadun ¢ oodsi3a-
TEJIbHOW BU3yaJM3allieii KOPOHAPHBIX apTepUid.

2. PaHHgsg gnarHOCTHMKa M CBOEBpPEeMEHHOE Jieue-
HUE TallMeHTOB Cc Ooje3Hblo KaBacaku mpenoTBpa-
1IaI0T MOBPEXIEHUE KOPOHAPHBIX apTepuil, KOTOpoe
MOXET CTaTh MOTEHUMAJIbHOW MPUYMHON pasBUTUS
WIIeMUYeCcKoi 0osie3HU cepaua U uHbapKTa MHO-
Kappaay IeTei.

(akThl U HepelleHHbIe TpobaeMbl. Borpockl coBpeMeHHOI
neauatpun 2013; 12(1): 63-73. [Lyskina G.A., Shirinska-
ya 0.G. Clinical picture, diagnosis and treatment of Kawasa-
ki syndrome: known facts and unresolved problems. Voprosy
sovremennoi pediatrii 2013; 12(1): 63—73. (in Russ.)]

8. Chubb H., Simpson J.M. The use of Z-scores in paediatric
cardiology. Ann Pediatr Cardiol 2012; 5(2): 179—184. DOI:
10.4103/0974—2069.99622

9. Hupunckas O.I., Jleickuna I'A., boxepus O.JI., lacapu-
na H.B., Jleoumvesa A.A., Camwkosa A.C. Cungpom Ka-
Bacaku C TOpaxXeHUeM CepAeYHO-COCYAUCTON CUCTEMBI:
OTHaJIeHHbIE MOC/IeACTBUs. Bompockl cOBpeMeHHOM Menu-
arpuu 2013; 4: 92—103. [Shirinskaya O.G., Lyskina G.A.,
Bokeria O.L., Gagarina N.V., Leontieva A.A., Satyukova A.S.
Kawasaki syndrome with damage to the cardiovascular sys-
tem: long-term consequences. Voprosy sovremennoi pediatrii
2013; 4: 92—103. (in Russ.)]

10. Modesti A.M., Plewa M.C. Kawasaki Disease. In: StatPearls
[Internet]. Treasure Island (FL): StatPearls Publishing; 2022.
https://www.ncbi.nlm.nih.gov/books/NBK537163 / Cchlika
aktuBHa Ha (03.08.2023.

11. Tsuda E., Hirata T., Matsuo O., Abe T., Sugiyama H.,
Yamada O. The 30-year outcome for patients after myocardial
infarction due to coronary artery lesions caused by Kawasaki
disease. Pediatr Cardiol 2011; 32(2):176—82. DOI: 10.1007/
s00246—010—9838-y

12. Choi J.E., Kwak Y., Huh J.W., Yoo E.S., Ryu K.H., Sohn S.
et al. Differentiation between incomplete Kawasaki disease
and secondary hemophagocyticlymphohistiocytosis following
Kawasaki disease using N-terminal pro-brain natriuretic pep-
tide. Korean J Pediatr 2018; 61(5): 167—173. DOI: 10.3345/
kip.2018.61.5.167

13. Masankosa JI.H., Poouonosckas C.P., Yebypxun A.A., Camu-
mosa 3.P., Bopoxcouesa T.D. I'eModaronutapHblii CUHAPOM
B npakTuke nHpexkunonucra. [Meauarpus 2017; 96(4): 95—
102. [Mazankova L.N., Rodionovskaya S.R., Cheburkin A.A.,
Samitova E.R., Vorobyeva T.E. Hemophagocytic syndrome
in the practice of an infectious disease specialist. Pediatriya
2017; 96(4): 95—102. (in Russ.)] DOI: 10.24110/0031—403X-
2017—96—4—-95—102

14. Pilania R.K., Jindal A.K., Johnson N., Prithvi A., Vignesh P.,
Suri D. et al. Macrophage activation syndrome in children
with Kawasaki disease: an experience from a tertiary care hos-
pital in northwest India. Rheumatology (Oxford) 2021; 60(7):
3413-3419. DOI: 10.1093/rheumatology/keaa715

15. Lin K.H., Chang S.S., Yu C.W., Lin S.C., Liu S.C., Chao H.I.
et al. Usefulness of natriuretic peptide for the diagnosis
of Kawasaki disease: A systematic review and meta-analy-

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2023; 68:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)

117




KJINMHUYECKUE CJTYHAU

16.

17.

sis [online]. BMJ Open 2015; 5: 1. DOI: 10.1136/bmjop-
en-2014—006703

Jlykywruna E.D., Kocmapesa, T. IO., A3o6uesa HU.A., Keaco-
6a M.A., Appaimosun M.I. KimHudeckKuii ciaydaili 1MarHo-
cruku 6osiesHn KaBacaku y neteit. MeanimHCKMIT aibma-
Hax 2010; 2: 144—146. [Lukushkina E.F., Kostareva, T. Yu.,
Azovtseva 1.A., Kvasova M.A., Afraimovich M.G. Clinical case
of diagnosis of Kawasaki disease in children. Meditsinskii
al’manah 2010; 2: 144—146. (in Russ.)]

Maddox R.A., Holman R.C., Uehara R., Callinan L.S.,
Guest J.L., Schonberger L.B. et al. Recurrent Kawasaki dis-

IMoctynuna: 27.07.23

Kougpauxm unmepecos:

Asmopbl danHoll cmambu hoOmeepounu Omcymcmeue KoH-
(aukma unmepecos u PUHaAHCOB0U NOOOEPIHCKU, O KOMOPbIX
Heobxo0umo coobujums.

ease: USA and Japan. Pediatr Int 2015; 57(6):1116—1120.
DOI: 10.1111/ped.12733

. Topbax A.B., Hlupunckas O.I., Jleickuna [I'.A., Jleonmve-
6a A.A., IIpyukosa E.B., Meakymsn E.b. ®akTopbl pycKa Io-
paxkeHUsI KOPOHAapHBIX apTepuii rpu cuHapoMe KaBacakw.
Poccuiickunii BeCTHUK TepuHaTonoruu v neauatpuun 2015;
60(5): 79—84. | Torbyak A.V., Shirinskaya O.G., Lyskina G.A.,
Leontieva A.A., Prutskova E.V., Melkumyan E.B. Risk factors
of coronary artery damage in Kawasaki syndrome. Rossiyskiy
vestnik perinatologii i pediatrii 2015; 60(5): 79—84. (in Russ.)]

Received on: 2023.07.27

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 MEANATPUM, 2023; 68:(4)

118

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)



Penkuii ciryyaii KO2KHOr0 MacTOIMTO3a B NPAKTUKE MeIAATpa
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A rare case of cutaneous mastocytosis in pediatric practice

G.A. Kulakova', N.A. Solovieva!, S.Ya. Volgina', E.A. Kurmaeva', O.V. Kalinina?,
1.1 Kaiumova', L.A. Zarva'

'Kazan State Medical University, Kazan, Russia;
2Children’s Polyclinic No.7, Kazan, Russia

MacTouuTo3 0THOCHTCS K TpyIIe PeAKuX 3a00/1eBaHuii, IPH KOTOPHIX MPOUCXOIHUT NMATOJOTHYECKOE HAKOIUIEHHE TYYHBIX KJIETOK
B TKaHAX. B 1eTckom Bo3pacre yaie orpannyuBaercs nopaxkenueM koxu. [Ipeacrasien KiMHuYecKuii ciayyaii 0yie3noi ¢gopmbt
KOJKHOTO0 MACTOLMTO32 C TSIKEJbIM TedeHneM, ¢ 1e010Tom 3adoesanus B 3,5 Mec. KozkHble NposiBJIeHHS € MOIOKUTETLHBIM CHMII-
ToMOM Jlapbe—YHHA M BBICOKHMIi ypOBEeHb TPHNTA3bl B KPOBH, HCKJII0YEHHE CHCTEMHOIO MOPaXKeHUs MO3BOJIIM AUATHOCTHPOBATH
KOZJKHBIl MACTOLIMTO3 U BHIOPATh TAKTHKY JI€UEHHSI.

Karoueswte caosa: demu, koxchwiit macmoyumo3s, cumnmom Jlapve—Yuna, mpunmasa.

Ana umtupoBanums: Kynakosa I A., ConoBbeBa H.A., BonrnHa C.5., Kypmaesa E.A., KanvHuHa O.B., Karomosa U.U., 3apsa J1.A. Pegkwuii
c/lyqart KOXXHOro MacToumTo3a B npakTuke neamarpa. Poc BecTH nepuHaton u neavatp 2023; 68:(5): 119-125. DOI: 10.21508/1027-4065-
2023-68-5-119-125

Mastocytosis belongs to a group of rare diseases in which there is a pathological accumulation of mast cells in tissues. In childhood,
it is more often limited to skin lesions. A clinical case of a bullous form of severe cutaneous mastocytosis, with the onset of the disease
at 3.5 months, is presented. Cutaneous manifestations with a positive Darier—Unna symptom and a high level of tryptase in the blood,
the exclusion of systemic lesions allowed diagnosing cutaneous mastocytosis and choosing treatment tactics.

Key words: children, cutaneous mastocytosis, Darye—Unna symptom, tryptase.
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Macmumos — penxoe KIOHajlbHOe 3aboJieBaHue,
XapakTepu3yoolleecss M30BITOYHOM IPOLYKIIMEH
1 MHOUIBTPAIMER TYIHBIX KJIETOK B KOXKe U IPYTUX Opra-
Hax [1—5]. PacripocTpaHeHHOCTb MacCTOIIMTO3a COCTaB-
qsiet 9 cayuaeB Ha 100 ThIc. HaceneHuUs, y IeTeil Bapbu-
pyer ot 2,0 1o 5,4 caydaeB Ha 1000 uyemosek [1, 6, 7].
B metckoM Bo3pacTe MacTOIMTO3 Yallle OTPaHUYMBAETCS
rnmopaxkeHreM Koxku W B 90% ciaydaeB MaHU(DECTUPYET
B Bo3pacte g0 2 jer [1, 5, 7—10]. Penko BbIsIBISIIOTCSI
BpOXIeHHBIe (hopMbl KOXKHOTO Macrouurosa [1, 8]. Bce-
MMpHasl opraHu3aius 3apaBooxpaHeHus B 2017 r. Bbine-
JIWJIa MacCTOLIMTO3 B CaMOCTOSITEJTbHYIO HO30JIOTUYECKYIO
Tpymniy B pa3nesie MUeJIOUIHbIX Heortasuid [11].

XapakTepHbIM  MOPGhOJIOTUYECKUM  MPU3HAKOM
MacCTOIIMTO3a CJyXaT mnpojudepalus W HaKOIUIeHUe
B TKaHSIX TYYHBIX KJIETOK. Bemyliiyio pojib B maToreHese
pa3INUHBIX KJIMHUYECKUX (OPM MACTOIIMTO3a OTBO-
ot Mytauusm reHa ¢-KIT B xpomocome 412, KoTopnie
BBISIBJISIIOT 'y OKOJIO 86% TEeHOTUITMPOBAHHBIX JETel,
TP 3TOM B OOJIBIITMHCTBE CJIydyaeB OIMUCHIBAIOT JBa TeHe-
TUYeCKUX BapuaHTa: p. D816V ¢ 3amMeHOll aMUHOKUC-
JIOTHI BaJIMH Ha aclaparnHOBYIO KUCJIOTY B KomgoHe 816
(mo 40%); B ceMeiHBIX ClIydasix HamOoJiee 4acTo OIMH-
can BapuaHT Del419 (15—-20%) [1, 12]. ITpu cucteMHOM
MAaCTOILIMUTO3€ BBISBISIIOTCS TaKXKe MYyTallMU B IPYTHUX
reHax: TET2 (47%), SRSF2 (43%), ASXL1(29%), RUNX1
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(23%), JAK2 (16%), N/KRAS (14%), CBL (13%) w EZH2
(10%) [1, 13, 14]. Hamuuue mMyTamuii B epeuncIeHHBIX
reHax oOycIoOBIMBAET OECKOHTPOJbHYIO MTpoaudepaluio
M aKTUBAIIMIO TYYHBIX KJIETOK, HAKOTUJIEHUE B HUX TUPO-
3MHKWHA3bI, JEeTrPaHY/ISIIMI0 C BHICBOOOXIEHNEM TUCTa-
MWHa, rernapuHa, (epMeHTa TPUIITa3bl, JIGHKOTPUEHOB
U MPOCTarIaHAMHOB, YTO JIEXKUT B OCHOBE XapaKTEPHBIX
CUMIITOMOB MacCTOLIMTO3a, IIMPOKOTO CIIEKTPA MECTHBIX
U CUCTeMHBIX mposiBjieHuni (tabi. 1) [2, 10, 15]. Cneun-
uyeckuM  (pepMEeHTOM, CEKpeTUPYEMbIM  TYYHBIMU
KJIeTKaMM, SIBJISIETCSl TPUIITa3a, KOHIEHTpAlrsl KOTOpPOi
B CBIBOPOTKE KPOBU KOPPEJIUPYET C KOJUYECTBOM TYUHbBIX
KJIETOK U KIIMHWYECKO (hopmoit MacTtoumrosa [1, 7].

TyuHble KJIeTKM MOTYT ObITh akTMBUpoOBaHbl IgE-
3aBUCUMbIMU (ajutepreHbl) u IgE-He3aBucuMbIiMu Mexa-
HU3MaMM, 4YTO BEIET K BBICBOOOXICHUIO MEIMaTOpPOB
BOCTIAJICHUSI U LIMTOKMHOB. BBIOpOC IMTOKMHOB MPOBO-
LIUPYIOT YKYChl HACEKOMBIX, TTUIIEBbIE MPOIYKThI, HEKO-
TOpBIE JIEeKaPCTBEHHBIE MpernapaThl, (U3nUecKoe Harpsi-
>KeHUe, TpaBMbl, KyllaHue, repenanbl HaCTPOEHUS U Jp.
[2, 12, 16]. UHTeHCMBHOCTD IeTpaHyISIIANA TYYHBIX KITe-
TOK OTIpenesisieT MHOrooopasue xKaao0: OT UX OTCYTCTBUS
IO BBIpAXKEHHOTO 3yja, OYyJUIe3HOM ChITU, aHAUIAKTO-
WIHBIX peakiiuii, boseit B xxuBote [15].

CoBpemeHHas1 Kjaccudukalu MacTOLMTO3a BKIIIO-
YaeT KOXXKHBIN MacTOIUTO3 (TISITHUCTO-TIAITYJIE3HBII / TTUT-
MEHTHasl KpaluBHUIIA, COJMTApHAsl MACTOLIUTOMA KOXMU,
nudhY3HBIN/TeIeaHTUAKTATUYECKUI TUIT), CUCTEMHBII
MAaCTOIIMTO3 W €r0 BapUaHThl (MHIOJEHTHBIN, TICIOIINA,
M30JIMPOBAHHBI MAaCTOLMTO3 C TOPaXKEHUEeM KOCT-
HOTO MO3ra, CUCTEeMHBII MacTOLIMTO3 C aCCOLIMMPOBaH-
HBIM TE€MAaTOJIOTMUYEeCKUM 3a00JieBaHUEM, arpecCUBHBIN
CUCTEMHBII MAaCTOLWTO3, TYYHOKJIETOYHBIN JIEWKO3,
KJIaCCUYECKMI BapuaHT, aJelKeMMYEeCKUll BapHaHT)
U TYYHOKJETOUHyl capkomy [2, 12, 17]. [dunarHos

Tabauya 1. TIpoayKThl TYYHBIX KJIETOK U MX JIeliCTBHE
Table 1. Mast cell products and their effects

KJINMHUYECKUE CJTYHAU

CUCTEMHOTO MacCTOLMTO3a YCTAaHABJIMBAETCS TPU HAJIM-
yuu 1 GosbIoro n 1 Majgoro MM 3 MaJIbIX KpUTEPHUEB.
BonblimM KpuTepueM CIyXKUT HaJudre MYyJbTU(DOKATb-
HBIX TIOTHBIX WHMWIBTPATOB, COCTOSIIIMX W3 TYIHBIX
KJIETOK (KJIacTephl >15 TYYHBIX KJIETOK), OTpeessieMble
npu MOp@OJIOrMYecKOM HCCIeI0BaHUM TperaHOOUOM -
TaTta KOCTHOTO MO3ra 1 (MJIM) Apyrux opraHoB. K maibim
KPUTEPUSIM OTHOCSTCS:

1. Hanuuyue B TpemaHoOMonTaTtax KOCTHOTO MO3ra
WV IPYTUX OPTaHOB >25% TYUHBIX KJIETOK, PACTIOIOXKEH-
HBIX B MTHOWIBTpaTe, UMEIOIINX BEPETEHOBUIHYIO (hOpMY
WIA aTUMUYHYI0 Mopdosornio, J11ubo BhISIBIEHUE Ooee
25% Ty4IHBIX KJIETOK HE3peJIOi WITH aTUITMYHON MOP(hOIIO-
MU B Ma3Kax.

2. BbisiBIeHUE aKTUBUPYIOIIEH TOYEYHOW MyTalluu
komoHa 816 reHa ¢-KIT B KjeTKax KOCTHOTO MO3ra,
KPOBU WJIH IPYTUX OPTAHOB.

3. DKcrnpeccust MacTOLIMTaMU KOCTHOTO MO3Ta, KPOBU
WA JIPYTUX OPraHOB TMOMUMO HOPMAaJbHBIX MapKepoB
TyuHbIX KJ1eToK CD25, yacto B coueranuu ¢ CD2.

4. KoHUEHTpalys TPUMTa3kl B CBIBOPOTKE KPOBU
MOCTOSTHHO TipeBbIaeT 20 Hr/Mi (3a UCKIIIOUEHUEM CITy-
YyaeB MacTOLIMTO3a, aCCOLUMMPOBAHHOTO C KJIOHAJIbHBIM
3a00/IeBaHMEM APYTrMX KIJIETOYHBIX T€MOITO3TUYECKUX
JIMHWIA, TIPY KOTOPBIX JAHHBIN TTapaMeTp He YIUTHIBAETCS).

B nmarHocTMueckue KpUTepUU CUCTEMHOTO MacTO-
1IMTO3a BKJIIOYEHbl B-npusHaku (MHOWIbTpays Tyd-
HBIMM KJIeTKaMM Win Guopo3 opraHa 0e3 HapylIeHUS
¢ynkuuu opraHa) miau C-mipusHaku (MHQPUIBTPALIMS
TYYHBIMUA ~KJIETKAMH, TIPUBOIAIIAS K JUCHYHKIINHU
oprana) [1,7, 11, 12].

KoxHble TIpOSIBIEHUsST TIPU  MACTOLIMTO3a MOTYT
KakK BO3HUKAaTbh U30JIMPOBAHHO, TaK U OBITh MPOSIBJICHUEM
cucTeMHOro 3aboseBaHusi. B nmeTckom Bo3pacte MacTo-
LIMTO3 B OOJIBIIIMHCTBE CIy4yaeB OrpaHWYMBAETCSI TTOpaxke-

MenuaTop rpany.Ja Db dekr
u T — 3y, TOBBILIIEHHAS COCYAMCTAasI MPOHUIIAEMOCTh, OPOHXOKOHCTPUKITHS, KeTyIOUHasI
TUTepCeKpeLrst
T'emapun MecTHast aHTUKOATYJISILIMS

TpunTasza u npyrve mpoTeassl

JleiikoTpueHbI
OPOHXOKOHCTPUKIIMS

[Mpocrarmannun D,
®akTop aKTUBAILIMY TPOMOOILIMTOB

DakTOp HEKPO3a OITyXOJIH O
®dakTOp pocTa omyxoiu [3
WnTtepneiikun-3
WMHrepneiikuH-5 Do3nHoGuUIns

Wurepneiikuu-16 JIumdoruTos

ﬂerpaﬂauym COECTMHUTEIbHON TKaHM, pa3pylmicHUe KOCTHOUW TKaHU

IloBbilIeHNE COCY)IHCTOﬁ IIPOHUIIAEMOCTH, BA3BOKOHCTPUKIIMA M Basoau1aTalus,

Bazonunaranusi, 6pOHXOKOHCTpI/IKL[I/IH
[ToBbilieHUE COCYIMCTOM MPOHULIAEMOCTH, Ba30AMIaTaLIus, 6p0HXOKOHCTpI/IKLII/Iﬂ

AKTHUBAIMS KJIETOK SHAOTENHNSI, CIa00CTh, KaXeKCHSsI
Dubpo3 MmopaxkeHHOTro opraHa

CTuMySIIST KDOBETBOPEHUSI
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Kynakosa I'.A. u coasm. Penxuii ciyyaii KOXKHOTO MacTOLIMTO3a B MPaKTUKE MeAnaTpa

HUEeM KoxXu. JIJIsT KOXXKHOTO MAacTOLIMTO3a Y JIeTeil XapakK-
TEPHBI TUMWYHBIC TTOPAKEHUS KOXKM, TMOJOKUTETbHBIN
npusHak Jlappbe—YHHa, Mpu KOTOPOM MeXaHUUYECKOE BO3-
NeCTBUE Ha OYaru MopakeHUsl KOXU BbI3bIBAET IOSIBIIC-
HUE OTEUHOCTU M TTOKpacHeHus (Taoa. 2) [1, 2, 12].

CucTeMHBIIT MAaCTOLIMTO3 Y JeTeil BhIsBIseTcs B 15%
cllyyaeB, HEKOTOpble KIMHWYECKHE (POPMBI KOXHOTO
MAaCTOIIMTO3a TIO3BOJISIIOT  TPEIATOJI0XUTh  Pa3BUTHE
CHCTEMHOTO TopaxkeHus B Oyayiiem. K nmpornoctuyecku
HeOJIaronmpUsITHBIM OTHOCATCSI MOHOMOPMHBIN THUIT MSIT-
HUCTO-TIAIYJIE3HOTO KOXXHOTO MacTouuTtosa, auddys-
HBII KOKHBI MAaCTOLIUTO3.

IlarHucro-namyne3Hasi ¢oopma (MUIrMEHTHasT Kpa-
MUBHUIIA) — caMasl pacrpocTpaHeHHast (¢opMa KOX-
HOTO MacToLuTo3a, Berpevaromasics y 70—90% 60abHBIX
B neTckoM Bospacrte. [Ipy maHHOM TUIE BBICHITAHMS
MOTYT UMETh MOJUMOPGMHBIN XapakTep B BHIE TSITEH,
mamnyJj, Be3UKYJ, BOJIIbIpel, OJISIIIeK KpacHO-KOpUY-
HEBOTO 1IBeTa, peaKo OyJIe3HbIX 3JeMeHTOB. Perpecc
BBICHITIAHUI TIPUBOAUT K 00pa30BaHUIO CTOWKHUX TISITEH
TUTIEPIUTMEHTAIIMU, C YeTKUMU IpaHUIIAMU, He OJieTHe -
fo1ux npu nuackonuu. [1aTHa MOTyT ciuBaThest, o0pasysi
obmmpHble nuddy3absie odyarn. [ToBTopHOE BO3HMKHO-
BEHME HOBBIX IMSITEH Ha (pOHEe CTapbIX YCUJIMBAET WX MUT-
MEHTalUI0. Y MalMeHTOB MOXET IOBBIIIATHCS YPOBEHb
TPUNTA3bl B CBIBOPOTKE KPOBU. YMEHbBIIIEHUE NUHTECHCUB-
HOCTM BBICBITIAHUI OTMEYaeTcsl MO0 Mepe YBEIWYEHMSI
BO3pacTa MalMeHTa, CKJIOHHOCTh K PErpeccy BbICHITIA-
HUI1 — K TTOIPOCTKOBOMY TI€PUOIY U HE COTTPOBOXKIAETCS
CUCTEeMHBIMU HapyleHusiMu [2, 15, 17]. MoHOMOpPDHBI
TUIT KOXXHOTO MACTOIIMTO3a BCTpedaeTcsl y JeTelt pexe
U XapaKTepu3yeTcsl METKUMM TSTHUCTO-TIaMyJIe3HbIMU
MOHOMOP(MHBIMU OKPYIJIBIMU WJIM OBAJIBHBIMU 3JIEMEH-
TaMM, JUTUTEJIbHBIM TIOBBIIIEHHBIM YPOBHEM TPHIITAa3bl
B CBIBOPOTKE KpPOBM, CKJIOHHOCTbIO K XPOHHUYECKOMY
TEYEHUIO U CUCTEMHOCTH Tpotiecca [2, 11].

Ta6auya 2. Knaccudukanus KOXKHOTO MACTOIMTO3a
Table 2. Classification of cutaneous mastocytosis

KoxxHble MacTOIMTOMBI MPEACTABISIIOT CO0O Onu-
HOYHbIEe (peXe MOTyT HaOoAaThesl A0 3 BJEMEHTOB),
OKpYTJible, TUIOTHBIE, 3JIaCTUYHBIE OOpa30BaHUS KEJITO-
KOPUYHEBOTO, KOPUYHEBOTO, JKEJTO-OpaHXeBOTO,
pexxe — KpacHOBATOTO WJIM PO30BOTO 1IBETa, C IIEPOXOBa-
TOW TOBEPXHOCTHIO U YETKUMU TpaHUIAMU, TUAMETPOM
1o 4 cM. MacTolMToMbl BCTPEUYatoTCsl TIPEMMYIIeCTBEHHO
B Bo3pacTte 10 6 Mec ku3Hu. OCHOBHAS JIOKATU3aUs —
NMUCTaJbHbIE OTIENbl KOHEeUHocTel. 151 MacToLMTOMBI,
KakK M JJI TIMTMEHTHOM KParMBHUIIbI, XapaKTepeH CIOH-
TaHHbIN perpecc [1,7, 15, 18, 19]. Auddy3HbIi KOXHBIN
MacTOLMTO3 — HauboJjiee Tspkenass (opma, Tpu KOTO-
poil ouaru KpyriHbIe, HEeMPaBWIbHON (hOPMbI WU OKpPY-
TJIblE, KEITOBAaTO-KOPUYHEBbIE, C YETKMMU TPaHUIIAMMU,
TUIOTHOW KOHCHUCTEHIIMU, JIOKAJIMU3YIOTCS TIPerMYIe-
CTBEHHO B TTOIMBIIIEYHBIX, TTAXOBBIX U MEXbITOIUIHOM
cknankax. [lpu sTOoM BapuaHTe KOXHOTO MAacCTOLIM-
TO3a KOa YTOJIIIEHA W UMEET BUJ «TUMOHHOI KOPKU».
TToBepXHOCTH OUAroB HaTSIHYTAasI, YTO CIIOCOOCTBYET TOSIB-
JieHuto TpeinH. [Tpu TpaBMMpoOBaHUM BBICHITIaHUI 00Opa-
3y1oTcs Mmy3bIpu. JAnddy3HbI MacTOUTO3 00JIee IPYyrux
(dOopM CKJIIOHEH K ITepexoay B CUCTeMHBIN Tiporiecc [7, 15].

Kpome Toro, omucaHbl peakue (HOpMbl KOXHOTO
MAacCTOIIMTO3a: TIEPCUCTPYIOIIasl SPYINTUBHAS TISITHUCTASI
TeJIeaHTHO2KTAa3Msl, Y3JI0BaThlil MAaCTOLIMUTO3, KCAaHTea3-
MOMWIHBIN, MHOTOY3JIOBOM, Yy3J10BaTO-CJAUBHOMN KOXXHBIN
Mmactouuro3s [7].

KoXHbIIT MacTOIMTO3 AMAarHOCTUPYETCS Ha OCHO-
BaHUU TUITMYHOW CHIMU U TIOJOXUTEIHHOTO CUMIITOMA
Jlapbe—YHHA, KOTOpBIE CJIy:XKaT OCHOBHBIMM JIHa-
THOCTUYECKUMU KpUTEepUsiMU (KaKk B MOHOMOPGHHOM,
TaKk ¥ B monuMopgHoM BapuaHtax) [1, 2, 7, 12]. Jdua-
THO3 TIOATBEPXKIAIOT pPe3yJbTaThl THUCTOJOTUYECKOTO
HUCCIEeIOBaHUSI KOXU, XOTSI OTCYTCTBHME WH(WIbTPALIUU
TYYHBIMU KJIETKAMU He MCKJItouyaeT 3abojieBaHue. YBe-
JIMYEHWE YHMCJia TYYHBIX KJIETOK B MOPaKEHHBIX y4yacT-

BapuaHT KOXKHOr0 MaCTOLMTO3a

XapakTepucTHKa/KPUTepHH

Makynomnaryjie3HbI KOXHBIN
MAaCTOLIUTO3

TTurmMeHTHasK KpanmMBHULIA
MoHoMop(dHbIIT BapuaHT

TToaumopdHBI BapuaHT

ITonoxurenbHblN Mpu3HaK Jlapbe—YHHA;
TUMUYHbIE MUTMEHTHBIE OPAXKEHUS KOXU

TToa0XUTEeNbHBINM TMCTOJIOTUYECKUIA aHAIU3;
myTauusi reHa c-KIT B mopaxkeHHOM KOoxe

MonHoMopdHbIe MOpakeHUsT KOXU

TToaumopdHbIe MOpaXKeHUST KOXMU;

HET HpI/I3HaKOB/ KPUTEPUEB CUCTEMHOTO MaCTOLIMTO3a

TTonoxuTenbHbIN Mpu3HaK Jlapbe—YHHA;

Jnddy3HbIN KOXHbIA MACTOIM -
TO3

nuddy3Hoe mopaxeHue BCeil KOXU;

MOJIOXKUTEAbHbIN TMCTOJOTUYECKUIA aHATINU3;

KPUTEPUU IJIsA CUCTEMHOI'O MaCTOILIMTO3a HE BBITIOJTHEHBI

KoxHas mactouuroma

I/ISOIII/IpOBaHHaH MacTouuToMa

My)'[bTI/IJ'IOKaIII/IE}OBaHHBIC MacTo-
LIMTOMBI

TTonoxurenbHblNM Mpu3Hak Jlapbe—YHHa;
TOJIOXKUTEIBbHBINA THCTOJIOTUYECKUI aHATIN3

OnHO eAMHCTBEHHOE TIOpa>XK€HUE

HBa w3 TIOpa>X€HUs; HET HpI/ISHaKOB/ KPUTEPUEB CUCTEMHOTI'O MaCTOLIMTO3a
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KJINMHUYECKUE CJTYHAU

TunuyHble BbICbINaHUA,
MNOJIOXUTENbHbIA CUMMNTOM
Japbe-YHHa

ATUNNYHbBIE BbICbINAHWS,

NONOXUTENbHbIN cuMnTOM Japbe—-YHHa (apyrue
3a60/1eBaHMSA KIMHUYECKN UCKITIOHYEHbI)

l l

YpoBeHb 'mctonormnyeckoe MyTauums reHa
Tpuntadbl < 20 Hr/mMn ncenenoBaHve —) c-KIT D816V
<100 Hr/™mn (40 macToUMTOB/MM?) B KJ1ETKaX KOXM

l l

l

YpoBeHb
Tpuntasbl > 100 Hr/Mn

—

KOXHbI acTOUMTO3

MIcknoYeHne CUCTEMHOro
MacToumnTo3a
(KoHCynbTauMsa remartosora)

Kax M HajJuuyMe aKTUBMpYloleil myrauuu reHa c-KIT
CJIyXaT BTOPOCTENIEHHBIMU ITHAarHOCTUYECKUMU KPUTE-
pusimu [2, 12, 15]. D. Van Gysel u coast. (2016) [2, 19]
pa3paboTaHbl ATOPUTM ITMATHOCTUKU KOXKHOTO MacTO-
uuTo3a (puc. 1) U aJrOpuTM HHTEPIpPETAllUU YPOBHSI
TPUMTA3bl B CBIBOPOTKE KPOBU (TabJI. 3).

Jleyenne MacToumTo3a 3aBUCUT OT (HOpPMBI 3a00JeBa-
Hus. [Ipy KOXXHOM MacTOLIMTO3e MPUMEHSIETCS CUMIITO-
MaTudeckas Tepanus. PekoMeHmIyeTcss HapysKHasT Teparust
n G1okatopbl H -rMcTaMMHOBBIX pPELENTOPOB, CTaOMIIN-
3aTOpbl MEMOpaH TYYHBIX KJIETOK, aHTUJIIEUKOTPUEHOBBIE
Tpenaparhl, TOMMYECKUE U CUCTEMHbBIE KOPTUKOCTEPOUI-
HBIE CpEeCTBa, YIbTpaduoneToBas Gororepanusi. BaxHo
TIpENyTIpEeXXaIeHe BO3ICHCTBUSI TPUTTEPHBIX (haKTOPOB,
MTPOBOLIMPYIOLINX JAETPAHYISALINI0 TYYHBIX KJIETOK (Mexa-
HUYECKUX, MUIIEBbIX, MEMUKAMEHTO3HBIX) [2, 7].

Knunuyeckuii caywail. Manbuuk M., Habmopancs
¢ 3 Mec B 1eTcKoil noukianHuke r. Kaszanu c xxamodamu
Ha 3yJI, CYXOCTb KOXH, TTOSIBJICHUE OTEUHOCTU U MOKpac-
HEHUs B MecCTaX TpeHUs 00 OnmeXkmy, TPaBMHPOBAHUS
U PacyecoB.

HacneactBeHHOCTh 1O  ajiepruyeckum  3aboseBa-
HUSM He oTrgromieHa. PebeHok pomwicsa ot 3-if Oepe-
MEHHOCTH, 2-X CPOUYHBIX ponoB ¢ Maccoit tena 4300 r,
poctoM 58 cM, ¢ OLIEHKO# Mo 1mikajnae Amnrap 8/9 Ganios.

H COaBT., 2016)

Puc. 1. AnropuT™ TMarHOCTHKM MacTouTo3a (agantuposano u3 Dirk Van Gysel u coasr., 2016).
Fig. 1. Diagnostic algorithm for mastocytosis (adapted from Dirk Van Gysel et al., 2016).

BbimucaH u3 pomigoMa ¢ JAMArHO30M: KPYITHOBECHBIN
pebeHok. Tokcuueckast aputema. Ha rpymHOM BckapM-
JIMBaHUM Haxomwjicsd mo 3 Mec, 3aTeM ObLI IlepeBelcH
Ha runoauaepreHHyto cmech (Hytpuion T'A) B cBs3u
C TIOJO3peHNeM Ha MUIeBYyIo aiepruio. B 3 Mec pebe-
HOK TIepeHec OPOHXUT, TToJydal aHTUOMOTUKOTEPAITHIO.
C 3,5 Mec cTayiv TIOSIBJSITbCSI BE3UKYJIBI Ha BOJIOCUCTOM
YaCTU TOJIOBBI, YPTUKAPHBIE 3JIEMEHTBI PO30BOTO IBETa
Ha TepeaHell TTOBEPXHOCTU TPYIHOM KIJIETKU, CIIMHE,
cornpoBoxaatoiuecs 3ynoMm (puc. 2, a). PebeHok KOH-
cyNbTUpOBaH ajuieprojoroM. I[lpoBeneHo wuccienoBa-
HUe: oOIIUii aHaJIM3 KPOBU, OOIIWI aHAIM3 MOYM, OMO-
XUMUWYECKUe MCCaeqoBaHus (00T OUIMPYOUH U €To
dpakuuu, ajaHWH- W aclapTaTaMUHOTpaHcdepassbl,
MoOueBMHa, oOmwuii Oenok), obumit IgE, amneprore-
cthl (cneunduyeckuii IgE K 6eKy KOpoBbero MoJjioka,
SSIUIHOMY OeJKy, MIIeHUIle), aHTUTeJa K TeJIbMUHTaAM
u AIMOJIUSIM — 0e3 OTKJIIOHeHMI. BhicTaBieH nuarHos:
OoCTpasl TeHepaJu30BaHHAasl KPanMBHUILIA, CPETHETSKe-
Jioe TeueHue. Bye3HbIil JepMaTUT HESICHOM 3TUOJIOTHM.
PexoMeHIOBaHO JieueHUE: aMMHOKUCIIOTHAsT CMECh, KOP-
TUKOCTEpOUIbI, 670KaTophl H,-rMcTaMMHOBBIX peuen-
TOpPOB, HapyxXHas Teparus. DPDeKT oT JieyeHUsT ObLT
KpaTKOBpeMeHHBIM. KOXHBIN Mpoliecc MporpeccupoBail,
MHOXECTBEHHBIE TTOJIMMOP(MHBIE KOXHbBIE BBICHITTAHUS

Tabauya 3. inTepnpeTanus yPOBHsI TPHITA3BI B CHIBOPOTKE KPOBH Y 00JIbHBIX MacTONNTO30M (azantuposano u3 Dirk Van Gysel

Table 3. Interpretation of serum tryptase values in mastocytosis patients (adapted from Dirk Van Gysel et al., 2016)

'YpoBeHb TpUnTa3bI

JInarno3/TaKTHKA BeIeHHs!

<20 Hr/MJ1, HET KIMHUYECKUX TIPOSIBJICHUI CUCTEMHOCTH
20—100 Hr/mJI, HET KIMHUYECKUX MPOSBICHU CUCTEMHOCTHA

> 20 Hr/MI1, HET perpecca BBICHITIAHUH B MOCTITyOEpTaTHOM
BO3pacTe

> 100 Hr/MJ1, KTMHUYECKUE MPOSBICHUS CUCTEMHOCTH,
HET perpecca BbIChITAaHU I

KoxxHbIlt MacTouTo3

KozxHbIit MacTOIIMTO3, MOHUTOPUHT IO TIepro/Ia myoepTaT-
HOTO BO3pacTa

HO,Z[OSpCHI/IC Ha CUCTEMHBIA MaCTOLIMTO3, UCCIICAOBAHUEC
KOCTHOI'O MO3ra

HccnenoBaHue KOCTHOTO MO3ra
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Kynaakoea I'A. u coasm. Penkuii ciydaii KOXXHOr0 MacTOLIMTO3a B TIPAKTHKE TeauaTpa

Puc. 2. KoxHble NposBieHHsI KOXKHOTO MAaCTONTO32a B Bo3pacTte 3,5 mec (a) u B 12 mec (0, B).
Fig. 2. Cutaneous manifestations of cutaneous mastocytosis at 3.5 months of age (a), at 12 months of age (6 u B).

Puc. 3. KoxHble NposBieHHs KOXKHOI0 MaCTONMTO3a B Bo3pacTe 2 jet (a) u 5 Jer (0).
Fig. 3. Cutaneous manifestations of cutaneous mastocytosis at age 2 years (a) and 5 years (0).

(niATHa, MamnyJbl, OyJUIe3HbIE JIEMEHThI) PaCPOCTPAHU-
JIUCh HA TYJIOBUILIE U KOHEYHOCTH.

B Bospacre 1 roma peGEHOK TOCMUTAIU3MPOBAH
B MeauaTpuueckoe OTAeJIeHUEe AJIsi yTOUHEHMS 1MarHo3a.
ITpu nocTyruieHUM Kanoobl Ha KOXKHbIE BbICBITIAHUS U 3Y]I.
®dusnyeckoe pa3BUTHE cpemHee, TapMoHUYHOe. CoCcTOsI-
HUE TSDKeJIoe 32 CYeT KOXHOro rpoiiecca. MHOXeCTBeH-
Hble OYyJIJIE3HbIE 2JIEMEHThI HA TYJOBUIIE U KOHEYHOCTSIX
(puc. 2, 6, B). Cumnrom [apbe—YHHA MOJOXUTEIbHbIN.
Typrop MSrkux TKaHeil HopMasbHbIA. JIumdarnueckue
y3JIbl HE YBEJIWYEHbl. BUauMble CIM3UCTBIE OOOJOYKU
yuctble. CyctaBbl He HU3MeHeHbl. KocTHO-MblleuHast
cuctema 0e3 BUAMMOIL marojgoruu. Haa nerkumu nepky-
TOPHBIN 3BYK JIETOYHOH, NbIXaHUE IMy3pUJIbHOE, YacToTa
nbixaHuit 30 B MuHyTy. ['paHuIIbl ceplia He paciliupeHbI,
TOHBI Cep/lla SICHble, PUTMUYHBIE, YACTOTA CEPIAECUYHBIX
cokpanieHuit 120 yn/mMuH. 2ZKuBot Markuii, 6e3060ye3HeH-
Hblii. [leyeHb U cenie3eHka He yBeInueHbl. Moueucycka-
Hue He HapyiieHo. Ctyi 3 pa3a B IeHb, KallluiieoOpa3HbIi,
0€e3 MaToJOrnYecKuX MprUMecei.

IIpu naGopaTOpHBIX UCCIENOBAHUSIX, BKIJIIOYAB-
KX OOIIEKJIMHUYECKHE aHAIU3bl KPOBU U MOYM, OUO-
XUMMYECKUI aHaiu3 KpoBM (OOIIMI OeJloK, TJII0KO3a,
JKee30, KpeaTMHWH, MOYeBMHA, OOIIUA OWIupyOuH,
TpaHcaMuHa3bl, C-peakTHUBHBIN Oeyiok), obmwuii IgE,
nummyHorpammy (IgG, IgM, IgA, komnonentsl C3 u C4
KOMIIJIEMEHTA), OTKJIOHEHUN OT HOPMbI HE BBISIBICHO.

JHK uurameranoBupyca, BUpyca npocroro reprieca 1, 2
1 6-TO TUTIOB, BUpyca DmiTeitHa—bapp He oGHapyXeHo.
KontieHTpanust Tpunrassl B CHIBOPOTKE KPOBU COCTa-
Bwia 70,60 Hr/mut ipu HopMe 1o 20 Hr/min. Luromornye-
CKO€ MCCJIeIOBAaHNE Ma3KOB-OTIIEYaTKOB ITOBPEKICHHBIX
KOXHBIX TTOKPOBOB C TIEJIBIO BBISBJICHUS aKaHTOJIUTUIC-
CKUX KJIeTOK TIlaHKa Jajio OTPUIIATEBHBIN pe3yabTar.
B MuenorpaMMe maToIOTMYeCKUX U3MEHEHUI HE BBISIB-
JIEHO. YJIbTPa3ByKOBOE WCCIIEMOBaHUE TeTaTONMEHAIh-
HOW CHCTEMBI U TIOYEK MaTOJIOTUH He BhISIBUIIO. PebeHok
KOHCYJIETUPOBAH aJUIepProjlorOM, MMMYHOJIOTOM, Iiep-
MaTtojioroM. Ha OCHOBaHWM pe3yJbTaToB 00CIenoBa-
HUS, BBISIBJICHUST BRICOKOTO YPOBHSI (hDepMEHTa TPUIITA3HI
B Bo3pacTe 12 Mec yCTaHOBJIEH UarHo3: KOXXHbBII MacTo-
uTo3, Oymne3Has ¢opma, Tsaxenoe tedyeHue. Cucrem-
Hast popMa MacToIMTO3a ObLJIa UCKITI0YeHA (B TTYHKTATE
KOCTHOTO MoO3Ta Tpojudeparui MacTOIIMTOB HE BBISB-
JeHo). HasnaueH mipuem OJioKaTOpa THMCTaMUHOBBIX
H -petienTopoB (IMMETUH/IEH) Ha MMOCTOSHHOM| OCHOBE,
KPOMOTJIMIINEBAsT KUCIOTa, TOMMYECKIEe KOPTUKOCTEPO-
W6l U OMOJIEHTHI. PeKOMEHIOBAaHO WCKITIOUEHUE TIPU-
eMa HEeCTePOUMITHBIX IMPOTUBOBOCTIAIUTEIILHBIX TIperapa-
TOB, JUTUTEILHOUN WHCOJISAIINH, KYTIaHUS B TOpsTYeit BOIE,
TPEHUST KOXHBIX ITOKPOBOB, BaKIIMHAIIUK. B muHamuKe
TIPUCTYTIBI BO3HUKAIN PeKe, OMHAKO ITPU OECITOKONCTBE,
TPaBMUPOBAHUM W pacyecax KOXHBIC TTPOSBICHUS ObUTH
BBIPAXKEHHBIMU.
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B BO3pacTe 2 et B neproa 000CTpeHUsI Mama Mpeb-
SBIISIET KaJIOOBI Ha KOXHBIE BBICHITIAHUS y pebeHKa,
COIPOBOXAAIOIINECS 3yIOM U Pe3KOil 00JIE3HEHHOCTbBIO.
ITpn ocMOTpe BBHISIBJIEH PacIpOCTPaHEHHBIN MaTOJIOTH-
YeCcKMH TIpOLIeCC: Ha BOJIOCUCTON YacTU TOJIOBBI, KOXe
TYJIOBUIIA, BEPXHUX U HUKHUX KOHEUHOCTSIX MHOXKECTBO
My3bIpel OKpYyTI0# (hOPMbI, CHMMETPUYHO PaCTIONOXKEH-
HBIX, C TUTOTHOM TTOKPBITIIKOM U CEPO3HBIM COAEPKUMOM,
IuaMeTpoM 1—2 cM, eMMHUYHBIE CePO3HBIE KOPKH, 9KC-
KopHaiuu. B HIKHel TpeTH JTulia 1 IIIeu cripaBa, Ha I0p-
3aJIbHOM TTOBEPXHOCTH TYJIOBUIIIA MHOXECTBO BOJIIIbIPEN
posoBoro 1Bera, nuamerpom 0,5 no 2 cm (puc. 3, a).
JIumdatyeckue y3abl He yBeaWdeHbI. [1aTosornu BHY-
TPEHHUX OPraHOB He BBIABIEHO. KOHIIEHTpalus TPUII-
Ta3bl B CBHIBOPOTKE KpoBU 32 Hr/mi, Kietku TiaHka
He oOHapyXeHbl. PeKkoMeHI0BaHO JieueHUe TPOAOIKUTD.
PeGenok HampaBiieH Ha MEIUMKO-COIIMAJIbHYIO 3KCIep-
TU3Y, YCTAaHOBJIEHA KATETOPHST «peOEHOK-MHBAIMI».

Ha 3-M u 4-M romax >XW3HU HaOJIOmajicsl perpecc
BBICHITIAHMIA: CTOMKME TSITHA TUTIEPITUTMEHTALIMU C YeT-
KUMM TpaHWIaMU, BOBHUKHOBEHNE HOBBIX BBICHITTAHUIA
Ha (OHEe CTapbIX YCWJIMBAJIO WUX MUTMEHTaIuio. Majb-
YUK TIOCTOSTHHO TIONydasl OJIOKaTOphl THCTAMMHOBBIX
H -peuenTopoB, HapyXHyK0 Tepanuio, coOmogancs
OXpaHUTENbHBIN pexuM. B 5-nmeTHem Bo3pacTte mopaxe-
HUE KOXU COXpaHsoch (puc. 3, 0), ypoBeHb TPUMTA3bl
28 Hr/mi1. PebeHoK Havai mocemarth rpyriy KpaTkoBpe-
MEHHOTO MpeObIBAaHUS B IETCKOM cany. BBISIBUIIMCH ITPO-
0JieMbI B OOIIIEHUY CO CBEPCTHUKAMU 1 B3POCIIBIMMU.

3aknovyeHue

IlpencraBien penkuii ciaydait Oyijie3HoOl (hOpPMBbI
KOXHOTO MAacCTOIIUTO3a C TSKENBIM TeueHUeM 3abolre-
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KJINMHUYECKUE CJTYHAU

BaHUs. JIMarHo3 KOXHOTO MAacCTOLIMTO3a YCTaHOBJIEH
Ha OCHOBAHWUM KOXHBIX TTPOSIBJICHUI, TTOJOXUTEIBHOTO
cumnitoma Jlapbe—YHHA M BBICOKOTO YPOBHSI TPUIITA3BI
B KPOBU B COOTBETCTBMM C OOHOBJICHHBIMU JTUATHOCTH-
YeCcKMMHU KPUTepUSIMM M Kiaccudukalumeil 3adojieBa-
HUiT TydHbIX KJeToK [12]. TIpoBeneHHOe oGcienoBaHue
MO3BOJIMJIO MCKJTIOYUTh CUCTEMHYIO (OPMY MaCTOLM-
TO3a M BBIOpAaTh TAKTHUKY JiedeHUs (TTPOJIOHTUPOBaHHAsI
aHTMMenuaTtopHast Tepamnus). [TocTereHHOe yIydllleHWe
KOXHOTO TIpoliecca, CHIKEHHE aKTMBHOCTH (PepMeHTa
TPUTITA3bl TPY TMHAMUYECKOM HaAOIIONEHUN CBUIETEb-
CTBYIOT O TIPaBUJILHOM BBIOOpE TeparneBTUYECKOTO BO3-
JNEUCTBAS W TIPEAIONaraloT IOJOXUTEIbHBIN TTPOTHO3
IUIs1 faHHOTO pebeHka. OOpallaeT BHUMaHWe HapylleHUe
COLMAJIbHOW alanTaly MajJburKa, 4TO, BUAUMO, O0Y-
CJIOBJIEHO €TO JUITMTEJIbHON M30JSALMel B CBSI3M C KOXK-
HBIMU MPOSIBIIEHUSIMU MaCTOILIUTO34.

Takum 00pa3oM, AUATHOCTUKA KOKHOTO MaCTOLIM-
TO3a y JIeTell TpencTaBisieT TPYAHOCTU B CHUJYy HU3KOM
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KJINMHUYECKUE CJTYHAU

PemyauBupymomee TedeHue 303MHO(GUIBHOrO 330(harura y noapocTka

P.®. Xaxumosa', A.A. Kamanosa'?, O.M. Axmamoea?, JI.9. Tapacoea?, H.C. Ilonskxoé’,
A.P. Xabubyanuna?, A.I. Ky3uneuosa?
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2TAY3 «[eTckasn pecnybnukaHckas knnHudeckas 6osbHuLa» MuHagpasa Pecnybnvkm TatapcTtaH, KasaHb, Poccus

Recurrent eosinophilic esophagitis in an adolescent patient

R.F. Khakimova', A.A. Kamalova'?, Yu.M. Akhmatova?, D.E. Tarasova?, N.S. Poliakov?,
A.R. Khabibullina?, A.G. Kuznetsova?

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

HecmoTps Ha HAIMYME POCCHIICKMX AKTYAJIbHBIX KIMHMYECKNX PEKOMEHIAIMIA 0 BeAEHHI0 203MHO(MUIBHOTO 330(harnuTa, 3To 3a00-
JieBaHHe NMPeCTABJISET CJI0XKHYI0 JUATHOCTHYECKYIO U TepaneBTHYECKYIo npodJjemy. B craTbe npeacTaBieHo KJIMHUYECKOe HAOIIO-
JIeHHe 32 MOJAPOCTKOM C PelUIMBUPYIOIM 303UHO(PUIbHBIM 330(aruToM. [lomuepkuBaeTcsi BaXKHOCTh YTOYHEHHS] KOMILIAeHCA
NanMeHTa, NPH 3TOM 0c000e BHUMAHME Y/IeJIeHO COOJIONEHHUI0 PeKMMa MPUMEHSIeMOil Tepaniu U aJeKBATHOCTH J03bl HA3HAYEH-
HOTO JIeKapCTBEHHOro npenapaTta. HecMoTps Ha KOMILIEKCHYIO Tepanuio, MoIy4aeMylo NaHeHToM ¢ 303UHO(UILHBIM 330(aruTom,
BKJIIOYAIOILYI0 JJIMMHHAIMOHHYIO UETY, HHTHOUTOPbI NPOTOHHOW NMOMIIBI M TONMHYECKHE TIIOKOKOPTHKOCTEPOMIbI, COXPAHSIOTCS
peuuuBbI 3200/1eBaHNs, MOATBEPKIAEMble SHAOCKONMYECKH U Mopdoornyecku. OTCYTCTBUE PeriaMeHTHPOBAHHOM MPOIO0JIKH-
TEJbHOCTH TePANUH TONMHYECKUMHU CTEPOMAAMH, HEOOXOAMMOCTh SHIOCKONUYECKOro U MOP(OJOrHIeCKOro KOHTPOis 3¢ eKTHB-
HOCTH JICYeHHUS TAKKE 3aTPYAHSIOT Be/IeHHe MALUEHTOB 3TOi IPynnbl.

Karouesote caosa: demu, 303unopunvrblil 330azum, peyuous, neveHue.

Ansa untuposahHus: XakumoBa P.®., KamanoBa A.A., AxmatoBa lO.M., TapacoBa [.3., MonskoB H.C., XabubynnmHa A.P., KysHeLo-
Ba A.l. Peunansupyioluee TedeHne 303MHOGUILHOro agogarnta y noapoctka. Poc BectH nepuHaron v negmatp 2023; 68:(5): 126—130.
DOI: 10.21508/1027-4065-2023-68-5-126-130

Despite the availability of current Russian clinical guidelines for the management of eosinophilic esophagitis, this disease is a difficult
diagnostic and therapeutic problem. The article presents a clinical observation of a teenager with recurrent eosinophilic esophagitis.
The importance of clarifying the patient’s compliance with an emphasis on adherence to the regimen and the adequacy of the dose
of the therapy used is emphasized. Despite the ongoing complex therapy administered to the patient with eosinophilic esophagitis,
including an elimination diet, proton pump inhibitors and topical steroids, the patient has relapses of the disease, confirmed endo-
scopically and morphologically. The absence of a regulated duration of therapy with topical steroids, the need for endoscopic and
morphological monitoring of the effectiveness of treatment also complicates the management of this group of patients.

Key words: children, eosinophilic esophagitis, relapse, treatment.

For citation: Khakimova R.F., Kamalova A.A., Akhmatova Yu.M., Tarasova D.E., Polyakov N.S., Khabibullina A.R., Kuznetsova A.G.
Recurrent course of eosinophilic esophagitis in the adolescent patient. Ros Vestn Perinatol i Pediatr 2023; 68:(5): 126-130 (in Russ).
DOI: 10.21508/1027-4065-2023-68-5-126-130

BHaCTOHHIee BpeMsI 203MHOMDUIIBHBIN 330(haruT pac-
CMaTpUBaeTCsl KaK XpOHWYECKOe, MeUIEHHO-TIPO-
rpeccupyloliee MMMYHOOITOCPEIOBaHHOE 3aboJieBaHMe
MUILIEBOIA, KOTOPOE XapaKTepPU3yeTcsl BBIPAXKEHHBIM
503MHO(DUILHBIM BOCTIAJICHUEM CJIU3UCTOM 000JIOUKHU
MUIIEBOMA, PAa3BUTUEM TOJACIU3ZUCTOrO (Hpudpo3a U KiIn-
HUYECKU TIPOSIBIIAETCST HapylleHWeM TJIOTaHMs (aucda-

rusi, oOTypalMsl TIMILEBOAA TMUIIEBBIM KOMKOM, PBOTa
MporjouyeHHo# nuieit u np.) [1]. B TeueHue nmocneqHux
JBYX NECSITWIETUI OTMEuYaeTcsl pocT KOJIMYECTBA MCCIIe-
NMOBaHWM, TIOCBSIIIEHHBIX M3YyYEHUIO PacIpOCTpaHEeH-
HOCTH, 3TUOJIOTMUECKUX (haKTOPOB, MATOT€HETHMUECKUX
MEXaHM3MOB, KIIMHNYECKUX OCOOEHHOCTe! 3a001eBaHuUs,
aJITOPUTMOB TMAarHOCTUKK U Tepanuu. OmHaKo, HECMO-
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Xakumosa P.D. u coasm. PerumuBupyloliiee TeueHe 303MHOMMIBHOTO 330(haruTa y oapocTKa

TP Ha BBIXOJ aKTyaJbHBIX KIMHUYECKUX PEKOMEH/Ia-
LIWi1, BONPOCHI TUATHOCTUKU, JIEYEHUS, TUCTTAaHCEPHOTO
HaOmofaeHusT aeTteil ¢ 2303WMHOMWIBHBIM  330(haruToM
MPEACTaBISIOT COOOI CJIOXHYIO TpobjeMy MeauaTpuun
[1-5]. Boelmenenue otaenabHON (POPMBI 303MHODUINN
MUIIEBO/IA, OTBEYalllleil Ha Tepanui WHTHOMTOpamMu
MMPOTOHHOM TTOMIIBI, COYETaHUE 303MHOMUILHOTO 330-
¢darura ¢ ractpoazodareanbHOI pedIIOKCHOM 00JIE3HbIO,
IPbIKEN THINEBOTHOTO OTBEPCTUS ITUadparMbl TPEOYIOT
BBIOOpPa HE TOJIBKO BEPHOTO AaJTOPUTMA AUATHOCTUKU
u nuddepeHINaTbHOM TUarHOCTUKU, HO W WHIWBHIY-
aJIbHOTO TTOXO0/a K JICUEHUIO MAIllUeHTOB JAHHOM TPYIIIIbI
¢ 00oCHOBaHMEM Haubosee palMOHaJIbHOTO BapHaHTa
Tepanuu: aHTUCEKPETOPHOM, IIMMUHALMOHHOW ITHUETHI,
MMPUMEHEHMST TOTTMYECKUX CTEPOUIOB MU UX COUETAHUSI
[6, 7]. Hapsimy ¢ 5TM, B HACTOsIIIee BpeMsI, HET O00OpeH-
HOW CHenralu3upoOBaHHON (HOPMBI TOMUYECKUX TJTIO-
KOKOPTUKOCTEPOUIOB JIJIST JIEYEHUST D03MHOMUIHLHOTO
930haruTa, BOMPOC MPOIOJIKUTEIBHOCTH Kypca Teparnuu
U KPaTHOCTU DHIOCKOMMYECKOTO MOHUTOPWHTA OCTa-
eTcs AUCKyTabeTbHbIM. KpoMe Toro, M3BecTHO, YTO BaK-
HBIM yCJTOBUEM 3(D(hEKTUBHOCTH Ha3HAUECHHOW Teparuu
npu JII000M 3a00J€BaHUM SIBIISIETCSI TIPUBEPKEHHOCTH
MalyeHTa JiedeHuIo. B monTBepskneHre 3HAYMMOCTH TP~
BEpKEHHOCTU (KOMIUIAEHTHOCTH) TalMUeHTa C 303MHO-
(UITBHBIM 930(harTOM B JOCTUKEHUU PEMUCCUU TTPUBO-
UM KJIMHUYECKHWM CIyJaid.

Kmunnueckuii caywaii. /leBouka, 16 yer, rocmura-
JIM3UpPOBaHA B AMarHoctuuyeckoe otnejeHue JleTckoit
pecryOIMKaHCKON KIMHUYECKOW OOJbHUIIBI C Kajlo-
6aMU Ha KallleJIb BO BpeMsI elibl, TIepHUOINYecKoe Torep-
XUBaHWE TTPU TJIOTAaHWUU.

Anamues xcusnu. JleBouka oT 1-ii GepeMEHHOCTH,
1-x ponoB Ha cpoke 39—40 Hen. Macca Tena mpu pox-
nenun 4300 r. Ha ucKycCTBEHHOM BCKapMJIMBaHUU
no 1 mec, nanee ¢ 1 mec no 1 roma 2 Mec Ha TrpyIHOM
BcKapMImBaHUU. [IpuKopMBbI BBeIeHBI ¢ 6 Mec, 6e3 peak-
uuii. JleBouka pasBuBajiach IO Bo3pacTy. BakumnHwu-
poBaHa TIO WHIWBHUAYaJTbHOMY KaJleHOApio, peakInit
He orMmeuanoch. [lepeHeceHHbIe 3a00JieBaHUS: OCTpPbIC
pecrupaTopHble BUPYCHBbIE MHMEKIINU, BETpSTHasI OCTIa;
0 6 JeT HAOTIOAAINCh 3MU30IbI OOCTPYKTUBHOTO CUH-
npoMa Ha (oHe pecrMpaTOpHON BUPYCHOW MHMEKIIUU.
HacneacTBeHHOCTD: y OTIIa — TaCTPUT, Y MaTepu — Jiep-
MaTUT, y 6a0yIIKN TT0 MATEPUHCKOM JIMHUM — CaXxapHbIiA
nuabeT. AJIJIeproJIoTMYecKii aHaMHeE3: aTONMWYeCKUi
IepMaTUT B MJIaieHYeCKOM Bo3pacTe. PebeHok HaOm0-
JaeTcsl 'y ajuieprojiora C JAMarHo3oM: ajiiepruyecKuit
PUHWT, MHTEPMUTTUPYIOIIEE TeUeHNUE, CPEIHEN CTEITeHN
TSDKECTU. AJUIEPTUYECKUil KOHBIOHKTUBUT. CeHcuou-
JU3alMs TbIIbLEBast, muineBas. [Ipu amteprojorude-
CKOM 00CIIe/IOBAaHUU BBISIBIICHBI ajulepreHcrenuuye-
ckue IgE-anturena x smunomy Oenky (3,31 ME/mn),
K MBIIBLEBBIM ajliepreHaM (CMeCH TTBLTbIbI IePEBbEeB —
1,55 ME/mn, nyroeix TpaB — 0,14 ME/mMa, copHbIX
tpaB — 0,87 ME/mn). B nepuon o6ocTpeHuUs mojyyaeT
JledeHre ¢ TpUMEeHEeHEeM aHTUTUCTAMUHHBIX U aHTHUJIE -

KOTPUEHOBBIX TpernapaToB, HA3aJIbHBIX TITIOKOKOPTUKO-
CTEpOUIOB, C TIOJIOXUTEIbHBIM 3 deKkToM. AepreH-
crnennuIecKyo MMMYHOTepanuio He rmoJjyJasa.

W3 anammneza 3abonesanus W3BECTHO, 4YTO BIIEp-
Bble 2 roja Hazan, B Bo3pacte 14 ser (Hauamo 2021 r.,
y I€BOYKM TOSIBUJICS KallleJb BO BpeMsI Mprema TN,
B cBsA3U ¢ 4yeM B HosiOpe 2021 r. obpatmiachk K ractpo-
BHTEPOJIOTY TI0 MECTY XWTelbcTBa. [lpu 330darora-
CTPOIYOIEHOCKOTTMY OOHAPYXXEHBbI TTPU3HAKKU JTUCTATb-
Horo »3o(garuta (KaHAWIO3HBIN?), HEIOCTATOYHOCTh
KapIuajJbHOTO JXOMa W TIpWBpaTHUKa, (DUKCUPOBaH-
Has akcuaJibHasl TpbIKa TUIIEBOTHOTO OTBEPCTUS AWa-
dparmbl | creneHn, yMepeHHO-BBIpAXKEHHBIN TyOIEeHUT
W TIOBEPXHOCTHBIN pedimokc-ractputr. Ha ocHoBaHuM
KJIMHWYECKUX IAHHBIX W Pe3yIbTaTOB 3SHIOCKOIHUYE-
CKOTO MCCIIeIOBaHMS BBICTABJIEH IUAarHO3: KaHIMIO3HBIM
330(aruT. XxpOHUYECKU MOBEPXHOCTHBIN TacTPOIyOIe-
HUT ¥ Ha3HaueHa KOMILJIEKCHasl Teparusi, BKITIoYaBIIasK
MpOTUBOTPUOKOBBIIA TIpernapar ((atokoHazon 150 mMr/cyT
KypcoM 12 nHeit), HOpMOKMHETUK (TpumeOyTHH 20 Mr
3 paza B JeHb B TeueHue 4 Hen), MHTUOUTOP TPOTOH-
Hoil mommbl (930Menpa3on 20 Mr 2 pasa B JIieHb B Teue-
HUe 2 Hem), TperapaTr ypCOAe30KCHUXOJIEBOM KUCIOTHI
250 Mr/cyT B TedeHUe 8 Hel, KypChbl TPOOMOTUKOB TN~
TeTBHOCTBIO 6 Hell. Tak Kak Mmocjie OKOHYaHUS MPOTUBO-
rpubKoBoOi Tepanuu 3(pdeKT He oTMeuasncs, ObLT Mpo-
BellcH TOBTOPHBI Kypc ¢ TMpMMEHEHHWEeM TIperapaTa
nudiokaH 1o 150 Mr/cyT Kypcom 12 nHei.

Yepes Mecs1r mmociie Kypea jedeHus B saBape 2022 1.
npu 330(¢aroracTpoyoaeHOCKOIUY BIIEPBbIE MPEATO00-
>KeH 203nHOMWILHEIN 330darut. Hapsamy ¢ atum, coxpa-
HSJTUCh TUTMOTOHUST KapauW, TIPU3HAKUA CKOJB3SIIEH
TPBIKU TUIIEBOAHOTO OTBEPCTHUSI TMacdparMbl, MOBEPX-
HOCTHOTO TacTpOAYOJIeHUTA, IyOIeHOTaCTPaIbHOTO ped-
mokca. [lo maHHBIM MOP(OJIIOrMYECKOTO HUCCIeTOBaAHUS
CIM3UCTON TIMIIEBOAA, COMIACHO CHUCTeMe OaUTbHOM
OLIEHKX OWONTATOB TPU 303WHOGMUILHOM 330(darure,
BBISIBJIEHA 203WHOMDMIbHAS WHGUIBTPAIUs: B HUXK-
Hel TpeTH MuIeBoaa KOJIWYECTBO 303MHOGMGMIOB 1o 10
B Tosie 3peHus (0 6ayutoB), B BepxHeit Tpetn — 30—60
B mosie 3peHust (3 Oamna), runepruiasusi 0a3aabHOTO
crost (3 Gata), 203uHOMUIBHBIE abcuecchl (2 Oana;
CM. pUCYHOK) [8]. YcTaHOB/IEH KIMHUYECKUI NMArHO3:
303MHOMWILHBIN 330(arut. XpoHUUecKuit HeaTpohu-
YeCKUII TacTPOMYOAEHUT, HeToJIHasg pemuccus. Pexo-
MEHIIOBaHbI JUeTa C UCKITIOYeHNEM KOPOBBETO MOJIOKA,
MIIEHULBI, STUI, COU, OPEXOB, PHIOBI U MOPETPOAYKTOB;
KMCJIOTOCYNpeCCUBHasl Teparnus paberpazojom 20 mr
2 pa3a B AeHb Ha 8—12 Hem; TONMMYECKUEe TIIOKOKOPTU-
KocTepouabsl — (uyTukazoHa rpornuoHat 440 MKT 2 pasa
B IeHb Wtn OyaecoHun 1 M 2 pa3a B IeHb KypcoM 12 Hex
C TIOCITEAYIOIIUM TTOBTOPHBIM KOHTPOJBHBIM OCMOTPOM
U MpOBeJIleHreM 330(]aroracTpoayoieHOCKOTIUM B AWHA-
muke uyepe3 3 Mec. Ha ¢oHe neyeHus otmevanach Kim-
HUYeCKasi peMUCCHSI: COCTOsSTHME peOeHKa YIydIInIoCh,
3KaJI0OBI KYMTUPOBAIUCH, HO KOHTPOJBHOE SHIOCKOITUYE-
CKO€ HcclieIoBaHUE He MTPOBOIUIIOCH.
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CorylacHO aHAMHECTUYeCKUM JaHHBIM depe3 | Mec
rocjie OKOHYAHWST Tepaluy CHUMIITOMBI 3a00JieBaHUS
BO300OHOBWJIMCH, HO ¢ 0o0Jjiee BbIpaK€HHBIMU TIPOSIBIIC-
HusiMU. Tak, Hapsimy ¢ yJallleHrueM Kallljis BO BpeMsl bl
MTOSIBUJTUCH TIEPUOANYECKHE TTOTIEPXUBAHUST TIPU TJIOTa-
HUU. YXYAIIEHWE COCTOSTHUSI TOCTYXWJIO OCHOBaHUEM
IJT TIJTAaHOBOM TOCHUTAIM3allMA B Bo3pacTe 15,5 roma
C 1IeJTbIO 00CIIeIOBAHUS U JIEUCHUS.

XKanobsl mpu mocrymiaeHuu B ceHTs0pe 2022 T.
Ha 3aTpyJIHEHMEe TJIOTaHUS MPU TIpUeMe TBEPAON MU,
KalleJb BO BpeMs MpHema MUIIU U B TedeHue 20 MUH
rmocje TIp¥eMa TWIIKA, YYBCTBO 3yJa 3a TPYIWHOIM.
B o6miem aHanmmse KpoBM oOTMedasach 303WMHOMDUINS
(17,9%). Tlo naHHBIM 330(aroracTpoayOAEHOCKOITT
caM3UCTasg 000JI0YKa TUIIEBOIA Ha BCEM TMPOTSKEHUU
OTeuyHasi, YTOJIIeHa, MaToBasl, COCYAWCTHI PHUCYHOK
He TMpocMaTpuBaeTcs, pu MHCydIsunu raza HabJo-
JAJTUCh TIPOAOIbHBIE W IUPKYJISIpHBIE OOPO3IbI, HajleT
0e10BaTO-3KENThIN TBOPOKUCTBIN TOTAJIbHO, CHUMAEeMbIi
arrapaTtoM TpHM CaHalluW, TPU OMOTICUU (parMeHThI
HeOOJIBIINE, BEPOSITHO, C pa3BuTHEeM (prOpo3a B IMOICIIH -
3UCTOM CJIOE; B XXeJIyIKe — MYTHasl CBETJasl XUIKOCTh
C TIPUMECHIO Xeun (BO BpeMsl MCCIIeIOBaHUS MaCCHUB-
HBIIl pedIIoKe Xeauun); ciau3ucras 000JiouKa KelynkKa
OTeuHasl, yMepeHHO AudGY3HO THUMlepeMUpPOBaHa;
B JIYKOBHUIIE JBEHAALIATUIIEPCTHOM KUIIKU U TTOCTOYITb-
GapHO — yMepeHHas TUIepeMusI, OTeK, B MPOCBETE MYT-
Hasg Xelub. 3aKkiIioyeHre: SHIOCKONMMYECKUe MPU3HAKU
s03uHODMIBHOTO 330(aruta. Kannunos nuiiesona (?).
T'unoronus kapauu. [TOBepXHOCTHBIN TaCTPOMYONEHUT,
YMEpEHHBIN TyoneHOracTpalbHbIN pedIIIOKC, BhIpaXKeH-
He1id. [lo maHHBIM MOpPMOJIOTUYECKOTO MCCIETOBAHUS
B (hparMeHTax CIM3UCTON 00OJIOUKU TMUIIEBOAa OTMEYa-
J1lach oOMJIbHAsT TUM@oOIMTapHasT WHGUIBTPALIUS C TTPU-
MECBIO 203MHO(MUIIOB, KOJMYEeCTBO 203MHOMMIOB 20—40
B M0Jie 3pEHUS 1 OOJIbIIIE, UMETUCH YIACTKH C SIBJICHUSIMU
CKJIepo3a, TJIM03a, CEPO3HOTO BOCITAJICHUSI, HEOOIBIIIOTO
oTeka. [Ipu IMTOIOTMYECKOM UCCIIEIOBAHUN BBISBICHBI
JIEWKOLUTAPHBI WHOWILTpAT, CMellaHHasT OaKTepu-
ajbHas (yopa, B Tpeneiax Marepuana sjemMeHThl Can-
dida ne obHapyxeHbl. MckimroueHB 3a001eBaHMsI, KOTO-
pble MOTYT COTMPOBOXAATHCS 303MHOMWINEN THIIEeBOAA
(6one3np KpoHa, nenmakusi, rmapasutapHbie U rpuOKO-
BbIe UH(EKIINN).

Taxum 06pa3oM, YIUTHIBasE KITMHUYECKHE CUMIITOMBI
(mumeBogHasT aucdarus, 3ya 3a TPyIUHOM, BHEMUIIE-
BOJIHBIE TIPOSIBJICHUS — KallleJIb BO BpeMsI 1 TTOCIe TIPU-
eMa MUIIN), pe3yJbTaThl 9HIOCKOTTNYECKOT0 U MOp(OoJIo-
TMYECKOTO MCCIIeIOBaHUIA B IMHAMUKE, TTOJIOXKUTETbHBIIA
3¢ deKT MPOTUBOBOCHAUTETLHON Teparuu ¢ MpUMeHe-
HUEM TOMTMYECKUX TITIOKOKOPTUKOCTEPOUIOB U PELIUINB
Ha (pOHE WX OTMEHBI, AUATHO3 303WHOMUILHOTO 330-
(haruta cnemyeT mpu3HaTh 0GOCHOBAaHHBIM. COTIACHO
aKTyaJIbHBIM KIIMHUYECKMM PeKOMEHIALMAM Ha3HAYeHO
clenyoniee JjiedeHue: OymecoHuna 1 Mr 2 pasa B JIeHb
(c mobGaBlieHMEeM CYKpasio3bl) KypcoMm Ha 3 mec; coOJIo-
JieHWe BJIUMWHAIMOHHON JUeThl (MCKITIOUUTH MOJIOY-

KJINMHUYECKUE CJTYHAU

Pucynox. Mopdoaornyeckoe KapTuHa OWONTATA NMANMEHTKH
U3 BepXHeil TpeTH MUIIeBoa: 303nHO(pUIbHAS HHDWIbTpaUs
30—60 B moue 3penusi (simBapb 2022 r.). OKpacka reMaToKCH-
JIMHOM ¥ 903HHOM.

Figure. Morphological study of a biopsy sample of patient from
the upper third of the esophagus: eosinophilic infiltration 30—60
in the field of view (January 2023). Stained with hematoxylin and
eosin.

HbIE TIPOAYKTHI, TMIICHUILY, PHIOY, MOPETIPOAYKTHI, COIO,
opexu); KOHTPOJIb uepe3 3 Mec.

IIpu mnaHoBoil rocriTanu3anuu B nekadope 2022 r.
peOeHOK Kajtob He TTpeabsaBisil. B ananmse KpoBu coxpa-
Hsach 303uHOGUIUA 1o 10%. HecMmoTpst Ha KiIMHUYe-
CKYIO PEMUCCHIO, SHIOKOIMMYECKN CIU3UCTast 000I09Ka
MUIIEeBOJA OTeUHas, B CpeaHEeN M HUKHEW TPeTH THUIIe-
BOJAa COCYIWCTBIM PHUCYHOK CMa3aH, B HWKHEW TpeTH
OTMEeYaJICsT TBOPOXUCTBINM HajieT (B3SIT Ha IIUTOJIOTHYE-
CKOe HcclieIoBaHue); Z-JIMHUSI He CMellleHa, TUTIOTOHMS
KapIu¥, UMeJUCh MPU3HAKKW MTOBEPXHOCTHOTO TacTpUTa
u nyoneHuta. [To maHHBIM MOPMOJTOTUIECKOTO UCCIEIO-
BaHUs MPU3HAKU 303MHOMWIBHOTO 330(haruTa B UCClie-
noBaHHOM MaTtepuaje. [Ipu Gosee THIATETEHOM OIPOCE
MaIMEHTKN C LIEJTbI0 BBISICHEHUS TPUYUHBI OTCYTCTBUS
9HAOCKOMUYECKO W  MOpPGOJIOTUYECKON pPEeMUCCUU
0oOHapyKeHO, YTO JAeBOYKA C HavaJla Teparmy TPUHUMAET
oynmeconnn 0,5 mMr 2 pa3a B IeHb (BMECTO Ha3HAaUYeHHOM
no3bl 1 Mr 2 pasza B gieHb). C yuyeTom niprema OynecoHuaa
B MEHBIIEH 03¢ PelleHO MPOMJIUTh Kypc Teparuu elile
Ha 3 Mec ¢ TIocieIyolIeil KOHTPOJBHOM 330(haroracTpo-
IYyOJIleHOCKOTME Ha (hOHe aleKBaTHOTO JIeYeHUS.

AMOyaTOpHO Ha (poHE JIeueHUsI COCTOSIHUE C TOJIO-
JKATETbHOM AWHAMMKOIM: IIeBOYKa BO BpeMsl TpHema
MUIIM He KalulsgeT, TUCKoM@opTa HET, YyBCTBO 3yaa
3a TPYIMHON 1 AUCKOMGbOPTA MPU IIOTAHUM HE OTMEYaeT.

IMocnenuss rocrmramu3anust B mapte 2023 T. B BO3-
pacte 16 net 6puTa MmaHoBoM. IIpM OOBLEKTUBHOM OCMO-
Tpe OCOOEHHOCTEN He OTMeuYeHOo. B KimHWYeckoMm aHa-
ym3e KpoBu so3uHOpwmms (11,50%; a6e. 0,52:10°/m).
ITo maHHBIM KOHTPOJIBHOM 330(haroracTpoayoIecHOCKOTTUI
cu3ucTasi 000JIouKa TMUIEeBOAA OTeYHasl, COCYIUCTBIN
PUCYHOK CJIeTKa CMa3aH, B HIDKHEN TPETU CIIM3UCTast 000-
JIOUKa yTOJIIIIEHA 3a CUET OTeKa; B JKeJIyIKe MyTHasT XKeT4b,
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Xakumosa P.D. u coasm. PerumuBupyloliiee TeueHe 303MHOMMIBHOTO 330(haruTa y oapocTKa

cu3ucTasi 000J109YKa XKeJTylka OTeyHasi, He3HaYMTeJIbHO
nuddy3HO TUNIepeMUpoBaHa; JIYKOBMIA JIBEHAALIATH-
MEePCTHON KWUIIKU U TOCTOYIHOAPHO HE3HAYMTEIBHO
ruriepeMupoBaHbl. TakuM o0pa3oM, MUMEIVCh MPU3HAKU
KaTapaJabHOTo 330¢harnTa, 3pUTEMATO3HOM TracTpoayo/e-
HOMAaTUM, HE3HAYUTEJILHOTO, IyOleHOracTpaJIbHOTO ped-
mokca. [Tpu MmopdosornueckoM ncciie[oBaHMM OUONTaTOB
CIIM3UCTOI 000JI0YKM MUIIEBOA 03MHOMUIBHBIN 330(a-
TUT JOCTOBEPHO HE MCKITIOYAJICS, OMPENesIsiiuCh YMEpeH-
HbII OTeK 1 oYaroBasi leCKBaMallusi, HAKOTUIEHUE 203UHO-
(UIIOB B HIKHEH TpeT — 7—8 B T0JIe 3pEHUSI: B CpeIHEN
Tpetn — 22—25 u B BepxHel Tpetu — 12—15. [Ipunumas
BO BHMMaHUe HapylIeHe MallMeHTKOMN pexkrMa 1031poBa-
HMS TIpernapaTa paHee, Mbl BHOBb MPEIITPUHSITA TTOMBITKY
BBISICHUTH BO3MOXKHBIE TIPUYUHBI OTCYTCTBHS 3dekTa
OT Ha3zHaueHHoro jedeHus. [Ipu moapoOHOM paccripoce
MalMEHTKU YCTAaHOBJIEHO, YTO JIEBOYKA CAMOCTOSITEIbHO
HECKOJIBKO pa3 B TeUeHHUe 3 MeC OTMEHsIa MperapatT JUTh-
TeIbHOCTBIO 10 Henenu. OmHaKo, CO CIOB TAlMEeHTKH,
rocjae TOBTOPEHUSI CHMITOMOB BHOBb BO3Bpalllaiach
K Ha3HaUYE€HHOMY JIEYEHHIO B YKa3aHHOM I03UPOBKE.

Ha ocHoBaHuM TepevyMCICHHOTO BBICTABJIEH JaMa-
THO3: 203MHOMWILHBIN 330¢arut, odboctpenne. Ilume-
Basg ajuleprusl. AJIJIEPTUYeCKWi PUHUT, WHTEPMUTHU-
pylolee TeueHue. AJIIEPTUYECKUi KOHBIOHKTHBUT.
CeHcubuMIM3alus K MblIblie 1epeBbeB. PeKOMeHI0BaHbI
SJIMMUHALIMOHHAS AueTa; OyaecoHun | Mr 2 pa3a B CyTKHU
BHYTpb B TeueHue 3 Mec. B ce30H oboCTpeHMSs: aHTUTH-
CTaMUHHBIE TIpernaparbl BTOPOTO TMOKOJEHMST M0 KOHIIA
Masi; UHTpaHa3aJIbHO — TOTIMYECKUE TJIIOKOKOPTUKOCTE-
poujibl (OyIeCOHUI HAa3aIbHBIN CIIpeii) 10 KOHIIA Ce30Ha
uBeTeHus1. [Ipy BBIpakeHHOM TOPaKEHUM CIU3UCTOMN
000JIOYKM TJla3 — OJIONATOAMHA TUAPOXJIOPUJ TJIa3HbIC
karuim. HaGmroneHue anieprojiora, racTpo3HTepoJiora
B IMHAMUKe, TOCTIMTaau3anust yepe3 3—4 Mec ¢ 1Lesblo
o0cenoBaHMs U pellieHrs BOIIpoca O Teparuu.

00cyxaeHue

IIpencraBieHHbIN KIMHUYECKUI caydail 1EMOHCTPU-
PYET CIOXKHOCTHU, BOZHUKILIME IMPU TUATHOCTUKE U Jieue-
HUU 303MHOMUILHOTO 330(haruta y pebeHka ¢ 1e010ToM
3a001eBaHUs B TTOAPOCTKOBOM Bo3pacte. C OMHOM CTO-
POHBI, XapaKTep Kajgo0 M CUMIITOMBI HE OBUIM CIIEll-
NPUIHBIMY 11 203nHOGMIBLHOTO 330(paruta. C npyroi
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OBMEH OlbITOM

TpynaHblii AMATHO3 B IEeIHATPUH HA NPUMepPe KIMHUYECKOTO CJIy4asi HeipoO0.1acTOMBI
E.A. Kypmaesa, I'A. Kyaakosa, H.A. Conosvesa, C.A. Boseuna, P.B. Heanos

Preo0y BO «KasaHckuii rocynapCTBEHHbI MeANUMHCKWIA yHUBepceuTeT» Munagpasa Poccuu, KasaHb, Poccus
Diagnostic problems in pediatrics on the example of a clinical case of neuroblastoma

E.A. Kurmaeva, G.A. Kulakova, N.A. Solovieva, S.Ya. Volgina, R.V. Ivanov

Kazan State Medical University, Kazan, Russia

HeiipodiacToma — 3/10Ka4eCTBEHHAS IKCTPAKPAHMAIbHAS COJMIHAS OMYXOJIb JIE€TCKOro Bo3pacta. IIuk 3a6oeBaeMocTH NpUXo0-
JIMTCS HA nepBblii roa xkusHu. B 50% ciyyaeB Ha MOMEHT YCTaHOBJIEHHs] MATHO32 UMEIOTCS MPU3HAKH MeTacTasupoBanus. Kinunn-
YecKas KapTHHA NP HelipodiacToMe Pa3HOOOpa3Ha, CUMNTOMbI He HMEIOT CEIM(UIHOCTH U 3aBUCAT OT JIOKAJIU3ANMH OMYXOJIH.
JIMarHo3 moaTBePKAAETCS MPH THCTOJOTHYECKOM HCCIIETOBAHHM OMONTATA NMEPBHYHOI OMyxoau u MeTacrasa. Cnenmduyeckum
MeTOIOM TONMHYECKOi TMATHOCTHKH HEifP00IaCTOMBI CIIYKHUT CIHMHTHIPAdHs ¢ MeTAii010eH3WITYaHUIMHOM, MeyeHHbIM 23], mo3Bo-
JISIIOINAS BHISIBUTH MEPBUYHYIO OIYXOJIb, HAJIMYHE PETHOHAPHBIX U OTAAJEHHBIX MeTACTAa30B. KoMOMHAIMN BHICOKO03HOM XMMHUOTE-
PanuM U TPAHCIUIAHTALMHU AYTOJOTHYHBIX CTBOJIOBBIX KIEeTOK U AudepeHIupyomux areHToB, a TAKkKe HMMYHOTEPAMH MOHOKIIO-
HAJbHBIMH aHTUTeIaMu IPOTUB G D2 Mo3BOJISIOT YBEIMYNTH POAOIKUTETLHOCTD JKU3HHA NANMEHTOB.

Karoueswte caoea: demu, neiipobaacmoma, memacmasol, OUaeHOCMUKA, Mymauyus eeHd.

Ans untnposanus: Kypmaesa E.A., Kynakosa I"A., ConoBbeBa H.A., BonruHa C.5., ViBaHoB P.B. TpyaHbIti AnarHo3 B neavmaTpumn Ha rnpumepe
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Neuroblastoma (NB) is a malignant extracranial solid tumor of childhood. The peak incidence occurs in the first year of life. In 50%
of cases, the disease already has signs of metastasis at the time of diagnosis. The clinical picture in neuroblastoma is varied; the symp-
toms are not specific and depend on the localization. The diagnosis is confirmed by histological examination of the biopsy of the pri-
mary tumor and metastasis. A specific method for the topical diagnosis of neuroblastoma is *’I-labeled metaiodobenzylguanidine
scintigraphy, which makes it possible to detect the primary tumor, the presence of regional and distant metastases. Combinations
of high-dose chemotherapy and transplantation of autologous stem cells and differentiating agents, as well as immunotherapy with
anti-GD2 monoclonal antibodies, can increase the life expectancy of patients.

Key words: children, neuroblastoma, metastases, diagnostics, gene mutation.
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HeﬁpoGnaCTOMa — 3JI0KaYeCTBEHHAsI OITyXOJIb, pa3-
BUBAIOMIASICS U3 KIETOK-TIPEIIIECTBEHHUKOB CUM-
nmaTU4YecKoil HepBHOI cuctembl. Helipobiiactoma camast
yacTasl 3JJ0Ka4eCTBeHHasl SKCTpaKpaHUaIbHAs COTMITHAST
OITyXOJTb Y JIeTel TepBoro roja ku3Hu. Ee 107s1 coctaB-
nset 28,6—35% ot Bcex cOMMAHBIX ormyxojeit. Ha moito
Hepob1acTOMbI IpUxoauTcest 7—8% Bcex 3710KaueCTBEH-
HBIX HOBOOOpa3oBaHWil y neteit B Bo3pacte 0—14 jer
[1—-3]. 3aboseBaeMOCTb HEWpPOOJACTOMON COCTaBISIET
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0,95—1,4 Ha 100 ThIC. AETCKOTO HACEJIEHUsI, TIMK €€ TpH-
XoauTcs Ha Bo3pacT 18 Mec, B 90% ciayyaeB omyxoJjb
nuarHoctupyetcst B Bo3pacte g0 10 jer [1, 3, 4]. B 50%
clydyaeB Ha MOMEHT YCTaHOBJIEHUS TUArHo3a WMEIOTCS
npu3HakKu MeTtactadupoBaHus. Haumbonee uyactro mera-
CTa3bl BCTPEUYAIOTCST B PETMOHAPHBIX W OTAAJICHHBIX JIUM-
(baTrueckux y3ymax, KOCTHOM MO3Te, KOCTSIX, TIeUYeHU
u Koxe, pexe B [IHC, kpaiiHe peako B jierkux [3, 6].
BosbIIMHCTBO cliydaeB HepoOIacTOMBI pacCMaTpH-
BAlOTCSl KaK Cropajuveckue, OJHAKO J0Ka3aHa BO3MOX-
HOCTb Pa3BUTHSI OITYXOJIM Y JINLI, UMEIOIINX HACTIeICTBEH-
HYIO TIPEIPaCcTONOXKEHHOCTh, BKITIOUAst cCeMEHbIE (DOPMBI
3a0oieBaHus 1 (pOpMUPOBaHKE HEepoOIacTOMBI Ha (poHe
onpeaeNeHHbIX cuHapoMmoB [6]. Illupokoe BHempeHuUe
MOJIEKYJISIPHO-TEHETMUECKUX MCCIIEIOBAHUI TIO3BOJINIIO
JIyJIlle OXapaKTepu30BaTh T€HETUYECKHUE COOBITHS, CITO-
COOCTBYIOIIME Pa3BUTUIO HEMpPOOIACTOMBI, BBISIBUTH
JOTIOJTHUTENTbHBIE CUHIPOMBI C TIOBBIIIIEHHON YacTOTOM
pasBUTHUS OMYXOJIM, a TaKKe JIydllle OIMUcaTh CeMEeMHbIe
caydan 3abojieBaHus [4]. B dactHOCTHM, ¢ MyTamusiMu
B reHe ALK, xomupylomieM MeMmMOpaHHBIH Oeinok CD246
(dbepMeHT THUpPO3MHKKHA3a), KOTOpbI OOecTieunBacT
MEKKJIETOUHBIE CBSI3U M UTPAeT BaXKHYIO POJIb B (DYHKIIM-
OHMPOBAHUYM HEPBHOM CHCTEMBI, a TakKe B reHe PHOX2B,
JIOKQJTM30BaHHOM Ha XpOMOCOMe 4 1 KOIUPYIOIIeM OeJIoK
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PHOX2B (Paired-like homeobox 2B), koTophlit yuacTByer
B CO3peBaHUM HEPBHBIX KJIEeTOK [4, 6]. Buomormyeckast
1 KIMHWYECKas TeTepOreHHOCTh HeNpoOJIACTOMBI 00Y-
CJIOBJIEHA TEHETUYECKUMU HapyIIeHUSIMU, KOTOPBIE MOTYT
OBbITb OOBETUHEHBI B IBE OOJBINKME TPYIITbI: HAPYIICHUST
YUCIa XpOMOCOM M CerMeHTapHble HapyineHus. [Tocmen-
HMe XapaKTepHBI TS OIyXOJieil ¢ arpeCCUBHBIM KIIMHUYE-
CKMM TeueHueM |5].

Heiipobiactoma —  3J70KauecTBEHHasT  OIYXOJb
C BBICOKOI CTETIEHbIO METACTAa3UPOBAHUS, C TITIOXUM MPOT-
HO30M M YCTONYMBOCTHIO K OOBIMHON XMMHOTEPAITHM.
ITaTuieTHsIsT BBDKMBAEMOCTb JIeTeil ¢ HU3KUM U Cpel-
HUM pUCKOM nmocturaeT 75—98%, Ho y HeTeil ¢ BHICOKUM
puckoM cocrasiisieT MeHee 50% [1—3]. Petiuaus win npo-
IpECCUPOBAHUE METACTa3UPOBAHUST CITy’KaT OCHOBHOM
MIPUIMHON BBICOKOI JieTaIbHOCTH [4]. Manbumkm 00JeioT
yale aeBouyek (cootHoieHue 1,2:1). HeliporeHHble omy-
XOJIM TIOpaXkaloT HaAMOYeuHUKH B 35%, cuMIaTUdecKue
FaHIIMKA 3a0pIOLIMHHOIO mnpocTtpaHcTBa — B 30—35%,
raHriu 3aaHero cpegocrenust — B 20%, meu — B 1-5%,
Majoro Taza — B 2—3% ciy4aeB, ellle pexXe OIyXOJb
MOXET pa3BUBAThCSI B BUJIOUKOBOU Keje3e, JIETKUX, TToU-
Kax U Apyrux opraHax [5]. Bo3aMoXxHO mopakeHue omyxo-
JIBIO M METacTa3aMM HECKOJIbKHMX 30H OpraHu3Ma.

KnuHuyeckasi kapTuHa Mpu HelpobacToMe pa3HoO-
obpa3Ha. B Hauane 3a0ojieBaHMSI CUMIITTOMBI HE MMEIOT
cretupuIHOCTH, MHGUIBTPUPYIOLLAsT PACTYIAs OMYXOJIb
CIaBMBAeT OKpYKaloIlfe TKaHW, YTO BBI3BIBAET COOT-
BETCTBYIOIIME CUMITOMBI. [Ipu JoKanmu3anuy B TpyIHOM
KJIETKE OHa MOXKET MPUBOAUTHh K HAPYIIEHUIO THIXaHUSI,
nucdaruun. B ciyyae okannzanuu B OpPIOIIHON MOJIOCTH
MOTYT TTAJIBITUPOBAThCS OITyXOJIEBBIE MACChl, KITMHUYECKU
MPOSIBIISIETCS HAPYIIEHNEM aKTa Te(eKalny 1 MOYEUCITY-
ckanusa. Heiipobractoma, Tpopacraroasi yepe3 BepTe-
OpaibHBIE OTBEPCTHSI ¢ KOMIIPECCUEl CITMHHOTO MO3Tra,
BBI3BIBAET HEBPOJIOTMYECKHME HapYyIIEHUsI, BSUTBIA Mapa-
WY W/VJTA HapylleHWe ModeucrycKaHms. Jns maHHoi
OIYXOJIM TaKXKe XapaKTepHbl MeTabOIMIeCKHEe pacCTpOii-
CTBa B BUJE TOBBIIIECHUS YPOBHS KaTeXOJaMUHOB U Ba30-
AKTMBHBIX WHTECTUHAJIbHBIX TENTUAOB. B pe3ynbraTe
y JIeTeil MOTYT BO3HUKATh MPUCTYITHI MOTIMBOCTH, OJe/-
HOCTh KOXHBIX TIOKPOBOB, JMapesi U TUTIEPTEH3Us. DTU
CUMIITOMBI HE 3aBUCAT OT JIOKaIu3aluKu OJacToMbl [6].
V neteit paHHero Bo3pacTa OTHUM U3 MEPBLIX TPU3HAKOB
HaJIMIMSI METACTA30B CIIY>KUT YBEJIMYEHUE TTeYeHU, WHO-
IIa CONMpPOBOXIAIOIIeecs TMOSIBICHUEM Ha KOXe Y3JI0B
royboBaToro IBeTa (BTOPUYHBIN TPU3HAK BEHO3HOTO
3actost). Y JeTeil cTapIiero Bo3pacTa MeTacTa3upoBaHME
BBI3BIBAET OOJIM B KOCTSIX U YBEIMYEHUE TUMMPaTUIECKUX
y3510B. B cityyasix mopaxkeHHus KOCTHOTO MO3Ta KJIeTKaMK
HeiipoOsacToMbl 3a00JieBaHUE MOXET MMETh MPU3HAKU,
XapakTepHble Il JIEWKEMUW: DPa3BUBAIOTCS aHEMUS
1 KPOBOM3JIUSIHUS HA CIIM3UCTBIX 000I0uKax [6].

OO011I1e CUMIITOMBI, KOTOPbIE MOTYT CBUIETEIHCTBO-
BaTb O HeWpoOJacTOMEe, — YTOMJISIEMOCTb, CJIabOCTh,
GJIETHOCTD, INXOpaaKa 06e3 BUAUMONM TTPUYUHBI, MTOTIU-
BOCTb, TIOAKOXHBIE Y3€JIKOBBIE MeTacTa3bl Ha JKUBOTE

OBMEH OlbITOM

WM Ha 1ee, yBeJIMYeHHbIe JUMdaTUUeCKue Y37Ibl,
B3AYTHIN OOJBIION KWUBOT, 3aMTOPbl WM TTOHOCHI, 6OJIH
B XXMBOTE, TTOTEPSI aIlleTUTa, TOITHOTA, pBOTa, CHIKEHHE
Macchl Tejia, 0071 B KOCTSX. Y OTIEIbHBIX MallMEHTOB
3a00JieBaHKE MpPOTeKaeT O0ECCUMMITOMHO, YTO BO MHO-
TOM 3aBUCUT OT cTanuu 3aboneBaHus. Tak, Ha | ctaguu
GeCCUMINITOMHOE TeueHHe oTMmeuaeTcsi B 48% ciyuaes,
Ha Il ctamun — B 29%, Ha 111 ctagun — B 16% w Ha IV
cragun — B 10% cayuaes |3, 6].

JlaGopaTopHBIe METOIbI TMAaTHOCTUKU BHOCSIT BKJIAl
B Bepudukalnuioo auarHoza. B kinMHWYeckoM aHa-
JIn3e KPOBU TIPU TMOpaXKeHWM KOCTHOTO MO3ra MOTYT
HaOMONaTbcsl  aHEMMsI, JICHKOHEWTPONEHMSI, TPOM-
GoruTonieHNsl. B CHIBOpOTKE KpPOBM MOKHO OIpele-
JINTh criepUIecKre s HelpoOIacTOMBI MapKephl:
HelpoHCTIENM(UYECKYI0 €HOJlady, a TakXke ITOBBIIIIe-
HUE YypOBHEW MeTabOJIUTOB KaTeXOJaMWHOB, JaKTaT-
JIeTuaporeHassl U depputrHa. [IpoCcThIM criennaiIn3u-
POBaHHBIM TECTOM TIPW BBIIBICHUN HEWPOOIACTOMBI
SIBJISIETCSL  OTIpe/ieJieHre YPOBHS BaHWIMJIMMHAATBHOM
¥ TOMOBaHUJIMHOBOM KUCJIOT B Moue [6, 7].

IIpu BeIOOpE crniennUIecKoil Teparnuu MPOBOIUTCS
BepU(UKALIMSA TUArHO3a ¢ TIOMOIIBIO TUCTOJOTHYECKOTO
HCCIIeIOBaHUS OMoTNTaTa IEPBUYHOM OITyXOJIU WJIK MeTa-
cra3oB. JlJisi yCTaHOBJIEHUsI CTETIEHW 3JI0KaueCTBEHHO-
CTU HEeWpOoOJACTOMBI BBITIOJHSIETCS DPSII TEHETUIECKUX
WCCIIeIOBaHUil: TTOUCK MyTaluii B reHe MYCN, neneuuii
xpomocoM lp unu 11q. Yka3aHHbBIe TeHETUYECKHE U3ME-
HEHUsI CBUIETEIILCTBYIOT O HEOJIarOMpUsITHOM TTPOTHO3€
3a0oJieBaHus [6].

VYAbTpa3ByKoBOW METOH MCCJIENOBAHUSI TO3BOJISIET
BBISIBUTDH OITyXOJIb U €€ PACIOJIOXEHHUE 0 OTHOIIEHUIO
K BHYTPEHHUM OpraHaM, OIIEHUTh CTEIEeHb pacipocTpa-
HEHMSI 3JI0KaYeCTBEHHOro TIIpollecca M MeTacTaTuye-
ckoro mopaxeHnusi. KommbioTepHast TomMorpadust gaeT
nHOpMalMio 06 aHATOMUYECKOM OTHOIIEHUU OIy-
XOJIM K OKPYXaloIIMM TKaHSIM W OpraHaM, MO3BOJISIET
OLIEHUTh CTPYKTYpPY OIMyXOJu. MarHUTHO-pe30HaHCHasI
TOMOTpadust OPraHOB OPIOITHONM MOJIOCTA W 3a0PIOIITH-
HOTO TMPOCTPAHCTBA AaeT BO3MOXHOCTb YTOUHUTH JIOKA-
JIN3ALIMIO OIyXOJIM, TOYHBbIE pa3Mepbl U COOTHOIIEHUE
€ro C OKPYXAaIIIMMU TKaHSIMU, BBISIBUTh MeTacTaTH-
YecKre OvYaru B OPIOIIHOM MOJOCTH, COCTOSTHUE KOCT-
HBIX CTPYKTYp M MATKUX TKaHEeW MO3BOHOYHOTO CTOJI0a
U TI03BOHOYHOTO KaHama. Haubonee mH(poOpMaTUBHBIM
crenu@uUIecKuM METOIOM TOMWYECKON TUArHOCTUKU
HeipoOIacTOMbI MpHU3HaHA CHUHTUTpadUs ¢ MeTailo-
OEH3MITYaHUAMHOM, MeUYeHHBIM 21, KOTOpPBIN 110 CBOEit
XUMUYECKOW CTPYKTYpe CXOJEH C KaTexOoJaMUHaMM.
DTO BEUIECTBO KOHILIEHTPUPYETCST B OIMYXOJSIX, KOTO-
pble BBIPaOATBIBAIOT KaTeXOJAaMHUHBI. MeTOm TO3BOJIsSeT
BBISIBUTH TIEPBUYHYIO OMYXOJib, HAJIMUME PETMOHAPHBIX
¥ OTIaJIEHHBIX METacTa3oB [6].

CylecTByeT MEXIyHapoIaHasi cucTeMa orpesaeie-
Hus craauii pucka Heiipobiactombl (INRGSS), xoto-
past Ha OCHOBaHMHU OILICHKN (PaKTOpPOB pHcKa, HabJroma-
eMmbIx Tipu Busyanusupylomux tectax (IDRF — Image
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Defined Risk Factors), mo3BoJjisieT onpeneanThb, 4To OIy-
XOJIb OYZIET CJOXHEe YIAJIUTh MPU BU3yanusauuu [6, 7].
INRGSS nenut HelipobiacToMbl Ha 4 cTaguu:

L1 — omyxoib He pacnpocTpaHWIach OT TOTO MeCTa,
rlle BO3HUKJIa, M OTpaHUYeHa OJTHOM YacThlo Tea (1eei,
TPYABIO VJTH KUBOTOM);

L2 — omnyxonb He pacmpocTpaHUiIach (MeTacTa3u-
poBaya) majekKo OT MecTa, Tie BO3HUWKIA (IIpopacTa-
HUE U3 JIEBOM CTOPOHBI XXMBOTA B JIEBYIO 4acTh TPYIN),
HO y Hee ecTb 1o KpaitHeit Mepe onuH IDRF;

M — omnyxoib MeTacTa3upoBajia B OTHAJIEHHYIO
YyacTh TeJa;
MC — wMeractaTudeckoe 3abojieBaHWE Y OeTel

muamie 18 Mec, Ipu KOTOPOM pakK pacIripoCTpaHsIeTCsI
TOJIbKO Ha KOXY, TTe4YeHb U/WJITN KOCTHBII MO3T.

B HacTosiiee BpemsT MeXAyHapOTHOIPU3HAHHAS
cTpaTuUKALIIST pUCKa HEWpOOJACTOMBI, BKITIOYAIOIIAST
BO3pacT, TMCTOJIOTUIO, CTeTieHb, MyTaiuu reHa MYCN,
abeppauuio xpomocoMbl 11q m mounHocts JHK,
WCTIONB3YeTCsS JUIST OTpeAeSicHUS] CTPAaTeTUM JICUeHUS
[6, 7]. TIaTuaeTHSST BHIKMBAEMOCTh MAllMEHTOB C MeTa-
CTaTUYeCKOM HelipobmactomMoit yBenmuuminach ¢ 20%
1o 6osee 50% Onaromapss KOMOMHALIMKA BBICOKOAO3HOM
XUMUOTEPAITUU Y TPAHCIJIAHTALUK ayTOJOTUYHBIX CTBO-
JIOBBIX KJIETOK U AU GhEPEHIIMPYIONINX areHTOB, a TaKXe
WMMYHOTEpPAITM MOHOKJIOHAJTbHBIMUA aHTUTEJaMU TPO-
B GD2 [6—8].

Knunaunyeckuii cnyqaii. Manbuuk A.K., 10 ner, mocry-
ITWJI B TOPOJICKYIO MMOMUKINMHUKY KazaHu.

Anamues xcuznu. PebeHOK ponmics oT TpeTbell Oepe-
MeHHOCTH (1-g GepeMeHHOCTb — MEIUIIMHCKUI abopT,
2-s 0epeMEeHHOCTb — pOJIbl, 30pOBasl JeBOYKa), MPO-
TekaBlllell Ha (hoHe TOKCWKo3a B | TpumecTpe, cTpecca
u aHeMuM Ha 28-i1 Hemese, OT BTOPBIX (DU3MOJIOTHYE-
ckMX ponoB Ha cpoke 38—39 Hen. OreHka 1o IIKasie
Armrap 9/9 6annoB. Macca tena npu poxneHuu 3410 T,
IIMHA 52 CM, OKPY>XHOCTb TOJIOBBI 35 CM, OKPY>XHOCTb
rpynu 34 cM. B ponnome npoBeneHa BakimHauust BLIZK
M TIPOTUB TematuTta B, oT mocienmyroleir BaKIIMHAIIUN
pPOIWTENN OTKa3anuch. IlepeHeceHHBIE 3a00JIeBaHUSI:
OCTpast pecriupaTopHast MHMEKIUs.

B Bospacte 2 yer peOGEHOK KOHCYJIbTUPOBAH JIOTO-
MeIOM B CBSI3U C 3alepKKOM pedeBOro pa3BUTHS: B peUn
HCTIONB30BaJl CJIOBA-3aMEHUTENIM UM 3BYKOTIOApAXKATEIH,
peub B ctamun opMupoBaHus. HaciencTBeHHBI aHaM-
He3 OTITOIIeH TI10 OHKOJIOTMYECKUM 3a00JieBaHUSIM:
y 6a0YIIIKY TI0 MATEPUHCKOM JIMHUY ObIT paK KUIIIEYHUKA.

Anamnes 3abonesanus. B 2,5 roma mosiBuiIachk 00JIb
B JXMBOTe, IBYKpaTHas pBOTa, MOAHSJIACH TeMIlepaTypa
tena no 37,8 °C. O6paTunnch B IMIPUEMHBIN TTOKON OET-
CKOIt GOJIBHULIBI, 0OCMOTpeH XupyproM. CocTOsSTHUE yI0B-
JIeTBOpUTeNbHOe. JKUBOT He B3IyT, MITKWIA, y9acTBYeT
B aKTe JIbIXaHus, 6e3001e3HeHHbIH. CUMIITOMBI pa3apa-
SKEHMST OPIOIIMHBI OTpuLatebHble. CTyl, MOYEUCITyCKa-
HUe 0e3 ocobeHHocTell. B 061IemM aHanm3e KpoBU JICKO-
unthl 8,4+10°/11, remormo6un 119 r/n. IuarHocTrupoBaHa
(pyHKUMOHAIbHAS JUCIIETICHSI, Ha MOMEHT OCMOTpa

JNAHHBIX, TIOATBEPXKIAIONINX OCTPYIO XUPYPTUUIECKYIO
MaToJIOTUIO, He BBISIBJICHO.

B 3 roma 2 Mec MoSIBUINCH pe3KHe OOJU B XXKHUBOTE,
nomHsinack Temmepatypa mo 38,3 °C. O6patwimch
B TIPUEMHBII MOKOM AeTcKoil OGombHUIIbI. CocTosiHUe
npu noctyriaeHuu Tskenoe. Koxa m ciausuctbie 0060-
JIOYKU TIOJIOCTU pTa 4mucThble. CepAeuHO-JIerouHast nesi-
TEBHOCTh  YAOBJIETBOPUTENbHAsA. 2KMBOT yMepeHHO
B3IyT, OOJIE3HEHHOCTh B DIMTACTPaIbHOW O00JIACTH,
JOCTYTeH TIyOOKOM Tajbnaunu. [ledeHb M celle3eHKa
He yBermdeHbl. CTysr 2—3 pa3a B CyTKU, HECKOJIBKO pa3-
KVKeH, Ouype3 He HapymeH. [Ipu yiabTpa3BYKOBOM
WCCIIeIOBAHUM OPraHOB OpPIONIHOM IOJOCTUA TIOA Ava-
¢parMoii crpaBa BU3YaJU3UPOBAIIOCH TUIIEPIXOTEHHOE
OITyXOJICBUHOE O00pa30BaHNWE HECKOJIbLKO HEOIHOPO/I-
HOM COJUIHOM CTPYKTYPBI, C YeTKUMU POBHBIMU KOH-
Typamu, pasmepom 60x48x47 wmwm. IlpenBapuTenbHbII
NMIMATHO3: OIyXOJib 3a0pIOIIMHHOIO IpocTpaHcTBa (?).
ITpu oGcenoBaHNM BBISIBIEHBI aHEMUST (YPOBEHb TeMO-
miobuHa cHuXeH no 78 r/n mpu Hopme ot 110 r/n),
runepkajgbiueMust (o0muin  Kanbiuii 4,42 MMOJb/1
npu HOpMe 110 2,7 MMOJIb/JT); B MUEJIOTpaMMe KOCTHOTO
MO3Ta OMNpeAeNIioTCS eIWHUYHbIE CKOTUIEHUST aTu-
MUYHBIX KJIETOK. [IpyM MarHUTHO-pe30HAHCHOUW TOMO-
rpaduy TOJJOBHOTO MO3ra W3MEHEHWI He BBISBICHO.
Ilpy MarHUTHO-pe30HAHCHOW TOMOrpacuu OpraHOB
TPYIHOM KIJIETKU W OPIOIIHOM TMOJOCTH B CPEIOCTEHUM
W TIOAMBIIIEYHBIX OOJACTSIX OMPENSISUTNCh eMUHUIHBIE
JmmpaTrdeckre y3abl pa3MepoM OT 5 10 8 MM; B 3a0pio-
IIMHHOM TIPOCTPAHCTBE OTpENENISICS  KOHIJIOMepaT
COJIMITHOTO 00pa30BaHUS W M3MEHEHHBIE JMMbaThye-
CKUe€ Y3IIbl ¢ HEUeTKUMU OYTPUCTBIMU KOHTYpaMU, HEOI -
HOPOIHOM CTPYKTYPHI 3a CUET KaJbLIMHALINY pa3sMepaMK
57%x48%x47 mMMm; oTMedasach HEOIHOPOAHOCTb KOCTHOM
CTPYKTYphl 00eMX MOAB3IOIIHBIX KOCTEH 3a CYeT depe-
JIOBAaHMS YIACTKOB pa3peskeHUs U YIUIOTHEHUS C TIEpUO-
cranbHO# peakumeid. [1peaBapuTeIbHBIN TUArHO3: Heil-
pobJiacTtoMa 3a0pIOIIMHHOTO TpocTpaHcTBa (?). YpoBeHb
HelpoHcTIeNM(PUIECKON eHoJla3bl B KPOBU COCTaBWII
28,8 Hr/my mpu HopMe He Oojiee 17 Hr/mu. Bwimos-
HeHa CHOUHTUTpadus ¢ MeTalomaOeH3UITYaHUIUHOM:
Ha MOMEHT HCCJIEIOBAHUST OTMEUYAJIOCh MAaTOJIOTMUECKOe
HaKOIJIEHWe MeTallon0eH3MITYaHUINHA B TeTEPOTEHHOM
o0pa3oBaHUM 3a0pIOIIMHHOTO TPOCTpaHCTBa. BrhImos-
HEHBbI JIamapoTOMUsI, ITUTOPEAYKIIUSI OMYyXOJU 3a0pro-
IIMHHOTO MpocTpaHcTBa. [IpoBeneH Kypc MOTUXUMHUOTE -
panuu 1o ipotokoay NB-2004.

B Bo3pacte 3,5 roga B CBA3M ¢ yXyIILIEHUEM COCTOSI-
HUSI, TIOSIBJIEHUEM Kajl00 Ha 60JIb B KOCTSIX, BOBJIEYEHUEM
B Tipolecc JUMMATUYECKUX Y3JIOB IIIeW, HaIKJIIOUMY-
HOI1 00J1acTH ClieBa peIleHO MPOBECTH pearapaToMUIo
W IUTOPEAYKIIMIO OIMyXOJM 3a0PIOIIMHHOTO TPOCTpaH-
cTBa crpaBa. PebGeHOK i1 nmajbHEHWIETro JIeUeHMUS
HampaByieH B LIeHTp IeTcKoil TeMaToIOTUH, OHKOJOTUM
1 uMMyHosiorud uM. Jmutpus PoraueBa, rme HaOJ0-
JAeTCsl W TIOJydYaeT JieueHWe O HACTOSIIETO BpeMEHU
C IMarHo3oM: HuskoguddepeHIIupoBaHHasT Helipoobia-
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cToMa 3a0pIOIIMHHOTO TMPOCTPAHCTBA C MeTacTaThye-
CKUM TOpaXeHWeM KOCTHOTO MoO3Tra, KOCTeil cKejera,
MSTKUX TKaHeW TOJOBBI, JUM@ATUIECKUX Y3JIOB IIEH,
HagKITIOUNIHOU ob6nactu cieBa, IV cramgmsa. N-MYC-
HeraTuBHas. [pyrma BBICOKOTO pucka. YacTWUUHBIN
OTBEeT. MeTacTtaTuyeckasl TPOTpPecCusi ¢ TMopaxkeHUeM
KocCTell ckeyeTa, KocTHoro Mo3sra. [IpoBenmeHo 18 xyp-
COB XMMMOTEPAIUHU, JydeBast Teparusi, IMMYHOTEPAITHsT
MOHOKJIOHAJIbHBIMU aHTUTEJIAMU.

B HacTostiiee Bpemsi COCTOSIHME TMallMEeHTa TSDKEIIoe
3a CYeT OCHOBHOTO 3aboneBaHus. Koxka M CIM3UCTHIC
000JIOYKM TIOJIOCTH  pTa 4ucThle. CepneuHo-JIerouHast
JIeSITeIbHOCTh  YIOBJIETBOPUTENIbHASI.  2KMBOT — MSITKMIA,
JIOCTYTIeH TIIyOOKoi manbrmauuu. [ledyeHb W cejle3eHKa
He yBemmueHbl. CTyn M IUype3 He HapyllleHbl. YPOBEHb
HelipoHcrennruIeckoit eHomasbl B KpoBU 34,24 HI/MIL
IIpy MarHUTHO-pe30HAHCHOW TOMOTrpachu TOJIOBHOTO
MO3Tra, OPraHOB IPYTHON M OPIOIIHOM TTOJIOCTEN B 9KCTpa-
KPaHUATBHBIX MATKHX TKaHSX TOJIOBBI, B TIPOEKIIMY KOCTEI
yepera MATKOTKaHble TaTOJIOTMYECKUE 0Opa30BaHMUs
He BUBYAIM3UPYIOTCS; eMMHUYHBIA MEJIKUI o4ar B JIEBOM
JIeTKOM; I y3HbIe UI3MEHEHMS TTOKETYTOUHOM JKeJIe3bl.
B 3a0p1oIIMHHOM TTPOCTPAHCTBE OMPENEIAIOTCS KOHTJIOME-
pat CoOMMIHOTO 0Opa30BaHMS U U3MEHEHHBIe JTUM@aTde-
CKMe Y3IIbl C HEUETKUMU OYTrpUCTBIMU KOHTYpaMU, HEOMI-
HOPOIHOM CTPYKTYpBI 3a CYET KaJbLIMHALIMKM pa3MepaMu
39%x26%x39 mMm. CoxpaHsiioTcs mud@y3Hble HW3MEHEHUS
ITO3BOHKOB, HEOIHOPOIHOCTh KOCTHOM CTPYKTYPhI O0EHMX
TTOIB3AOITHBIX KOCTEH 3a CUET YepeAOBaHUsT yIaCTKOB pa3-
PEXEHUS M YTUTOTHEHHUSI C TIEPUOCTATBHOM peaKIveid.
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OBMEH OlbITOM

3aknovyeHue

IIpencraBieHHbIN KIMHUYECKUI CIydyall 1eMOHCTPU-
pYET arpeccuBHOE TeueHUe 3abosieBaHUsI. BhIcOKOTEXHO-
JIOTMYECKUE METOIbI 00CIeIOBAHUS TTO3BOJIUIIN BbISIBUTh
MEepBUYHYIO OITyXOJIb M 00JIaCTM MeTacTa3MpOBaHUS,
a TIpoBOAMMAsI Teparusi — TIPOIJIUTh XXU3Hb MallMeHTa.
OnyxoJib TaHHOTO KJIacca He UMeeT YeTKUX crielndude-
CKMX CUMIITOMOB, BapuaOeIbHOCTh MPOSIBJIEHUI KpaiiHe
IIMPOKA, YTO 3aTPYAHSIET TMAaTHOCTUKY Ha paHHUX 3Ta-
nax. ¥ MHOTMX MalMEHTOB IMarHO3 YyCTaHaBIWBAETCSI
npu pacripoctpaHeHHoir dopme. [loatomy mpu abdmo-
MUWHAJIBHOW 0O0JIM, MUCTIENCUYECKUX CUHIpPOMAax, JIMM-
dageHoMmaTUM, JUXOpaAKe C CUMIITOMAaMM WHTOKCHKA-
11U, Xajo0ax Ha 00 B KOCTSIX MallMeHThl HYXIarTCs
B JIOTIOJIHUTENbHBIX OOCIENTOBAHUSIX C TMPUMEHEHUEM
Buyanusupymomux Meroauk. [lapaHeoruiactuueckuii
CUHIpPOM BcTpevaeTcst y 2% TallueHTOB ¢ HelipobiacTo-
MO#, OHU MMEIOT OICOKJIOHYC-MMOKJIOHYC. Takue netu
MOTYT [JTUTEJIBHO TIOJy4aTh JieYeHWE Y HEBPOJIOTOB,
YTO MPUBOAUT K MO3AHEHN AMArHOCTUKE HEpoOIacTOMBI
[7, 8]. OnHy U3 NPUYKMH 3aTATUBAHUST TUaTHOCTUYECKOTO
9Tarna MOXHO CBsI3aTh C HECOIJIACOBAaHUEM IO BPEMEHU
J1abOpaTOPHBIX W WMHCTPYMEHTAJIbHBIX WCCJIEIOBAaHUI
U KOHCYJIbTAIlM CHenMayucToB. B Kaxmoil moJukin-
HUKe paboTaeT KaOMHET yJIbTPa3BYKOBOI MTUAarHOCTUKMU,
9TO JOCTYMHBIM M WH(MOPMATUBHBIA METON HCCIIEI0-
BaHMs. B Hactosiiiee Bpemsi Bce CIEIIMATIUCThl UMEIOT
CTaHIaPTHI TPOTOKOJIOB 00CIeI0OBaHMsI TIPU TTOA03PEHUN
Ha OHKOJIOTMYECKOE 3a00JIEBaHUE.
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XpoHnyeckue 3a00/1eBaHUS BeH HIDKHUX KOHEYHOCTEH y /ieTeii B MPAKTHKeE MeauaTpa

HU.H. Hypmees"?, 1. M. Muponiobos’?, B.U. Mopozos'?, M.A. 3vikosa’, T.U. Hypmees'
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2TAY3 «[leTckas pecnybnnkaHckas KnmHuyeckas 6onbHuua» Munaapasa Pecnybnukmn TatapctaH, KasaHb, Poccus

Lower extremity chronic venous diseases in children in pediatric practice

LN. Nurmeev'?, L.M. Miroliubov'?, V.I. Morozov'?, M.A. Zykova?, T.1. Nurmeev'

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

B craTbe npuBOaMTCS B3IJISAA HA MPOOJIEMY CHHIPOMA XPOHHYECKHX 3200/IeBAHMIA BEH Y JIeTeil, MPeICTABIEH KOMIUIEKCHBII eua-
TPUYECKHii M AHTHOXMPYPrUYEeCKHii MOAXObI K BeeHUI0. Bapiko3Hoe pacmmpeHue BeH y JeTeii npeacTaBiaseT co00ii COBOKYIHOCTb
npodJieM paciMpeHus BeH HA HOTaX, KOCMETHYECKOro e(heKTa U 3a1a4M BeIeHUs CIIeUATUCTAMH «1eTCKOro» npoduis B amoyna-
TOPHBIX yupexknennsx. CTaTbs 0TpakaeT MHOTOJIETHHIA OTBIT ABTOPOB 110 JIEYEHHIO MALMEHTOB ¢ 3a00eBanusaMu BeH. Llens ctaTbu:
U3JI0JKeHNe 0COOEHHOCTEll BeleH!s MAIMEHTOB ¢ XPOHUYECKMMH 3200JIeBAHMSMH BeH B MEIMIMHCKUX YUPEXKIEHUSX NePBUYHOTO
3seHa. OTpaxeH COBPeMEHHBII yPOBeHb TMATHOCTHKH 1 JieueHns 3200 eBanns. IToka3aHbl 0cOOEHHOCTH Y eTeil, Kacaromuecs pa3-
BUTHS OCJIOKHEHHIA, (HOPMUPOBAHMS XPOHMYECKOIi BEHO3HOI HEJOCTATOYHOCTH M MOTPEOHOCTH B XMPYPIHYECKHX BMEIIATEIbCTBAX.
BbiBo/bI: B BbIsIBIEHUH M BepU(UKALMY eTell ¢ XPOHUYECKUMH 3200/IeBAHNSAMH BEeH BAXKHA POJIb NeAUATPA aMOYJIaATOPHOTO 3BEHA;
JajbHeiinee 00c/e10BaHNE M BeIeHHe MAIMEHTAa OCYIIECTBISETCS B TECHOM B3aUMOCBSI3U NMEANATP — JETCKMil (IeTCKMil cocyau-
cThlif) xupypr. JI1s 1OCTHXKEHUs YIOBJIETBOPUTENbHBIX Pe3yJbTATOB TPEOYIOTCS CBOEBPEMEHHO M M30MPATEJIbHO BbINOJIHEHHbIE
XUPyprudecKue H Jia3epHble BMEMATeIbCTBA M POBOANMAS HHIMBUAYAJIbHAS KOHCEPBATHBHAS MPOrPaMMa JiedeHHs.

Karoueswte caosa: demu, eapuxosnoe pacuiupenue 6eH, demu, 6eHO3HAL HEOOCMAMOYHOCHTb.

Ans yntupoBarus: Hypmees W.H., Muponto6os J1.M., Mopo3sos B.U., 3bikoBa M.A., Hypmees T.U. XpoHudeckne 3a6oneBaHnsi BEH HUXHMUX KO-
HeYHOCTeN y AeTeli B pakTuke neauatpa. Poc BectH nepuHaton v neamvatp 2023, 68:(5): 135—-137. DOI: 10.21508/1027-4065-2023-68-5-135-137

The article provides a view on the problem of chronic venous disease syndrome in children, summarizing the pediatric and vascular
surgical approaches. Varicose veins in children are a combination of problems of varicose veins in the legs, a cosmetic defect, and
the task of management by pediatric specialists in outpatient settings. The article reflects many years of experience of the authors
in the treatment of patients with venous diseases. The purpose of the article is to present the features of managing patients with
chronic venous diseases in primary care medical institutions. The modern level of diagnosis and treatment of the disease is reflected.
Peculiarities in children related to the development of complications, the formation of chronic venous insufficiency and the need
for surgical interventions are shown. Conclusions: the role of an outpatient pediatrician is important in the identification and verifica-
tion of children with chronic venous diseases; further examination and management of the patient is carried out in strong relationship
between the pediatrician and the pediatric (pediatric vascular) surgeon. To achieve satisfactory results, timely and selective surgical
and laser interventions and an ongoing individual conservative treatment program are required.

Key words: children, varicose veins, children, venous insufficiency.

For citation: Nurmeev I.N., Mirolubov L.M., Morozov V.I., Zykova M.A., Nurmeev T.l. Chronic diseases of the veins of the lower extremities
in children in pediatric practice. Ros Vestn Perinatol i Pediatr 2023, 68:(5): 135-137 (in Russ). DOI: 10.21508/1027-4065-2023-68-5-135-137

BCOBpeMeHHbIX peanusx rpymrma 3abojeBaHuil, UMe-
HYEMBIX XPOHWYECKMMM 3a00JIEBAHUSIMU BEH,
MpencTaBisieT coboil cepbe3HyI0 TpobIeMy MeIu-
LIMHCKOTO, COLMAJBbHOIO M SKOHOMMYECKOIO Xapak-
Tepa. PocT uncia BHOBb 3a00JIEBIIMX CPEeaU IETCKOTO
HaceJIeHUsI BBI3bIBaeT 03a00YEHHOCTh CITeIMATUCTOB
psiga CMEXHBIX crienuanbHocTeit [1—4]. JIna B3poc-
JIOTO HaceJieHUss HeOoOXOIMMOCTh XUPYPTUYECKOTO
JIedeHUs OOIIeNpPU3HaHa, UAET MOCTOSIHHBINA Tpolecc
COBEpIIEHCTBOBAHMS MTOJAXO0I0B U BHEAPEHUS MaJIOUH-

Ba3MBHBIX METOIMK BMEIIATeIbCTB, BKJIOYast Ja3ep-
HbIe ¥ 9HJIOBACKYJsSIpHbIe TeXHonoruu [5—8]. MoxHo
KOHCTAaTUPOBaTh, YTO TMOCJEAHNE TOABI XapaKTepu30-
BaJIMCh BOBJICYCHUEM JETCKOW XMPYPrUUYECKOM Mpak-
TUKU B MUPOBOM TPEHI OCBOEHUS CKJIEPO3UPYIOIIETO
JleueHUs 3a0o0JieBaHUIT BeH M TIPUMEHEHWS BHYTPU-
cocynucToit nmazepHoil obnurtepanuu [9—11]. B mer-
CKOM BO3pacTe, KaK U y B3pOCJbIX, 3a00JIeBaHNEe UMEET
OoJiee IIUPOKYIO PaCIpPOCTPAaHEHHOCTb CpEeau JIUII
>KeHCKOTO Toa [2].
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B Hacrosiiiee BpeMsI OTHO3HAYHO TTOATBEpKIEHA
reHeTHYecKas peIpacIoiokeHHOCTb K (hOpMUPOBAHUIO
3a00JIeBaHUsI, YTO CPEeOUd TIPOYETO OOBSICHSET CiIydau
«ceMeitHoro» Bapukosa [12]. [oBopst o cemeitHOM Xapak-
Tepe BEHO3HOW TAaTOJIOTMH, B TIEPBYIO OYepelb MMEIOT
B BHUIY JAHHBIE O XPOMOCOMHBIX ITOJIOMKaX B COOT-
BETCTBYIOILIEM JIOKyce, Mapkep D16S520 xpoMocOMBbI
16q24, B0 B3aumocBs3u ¢ FOXC2 (OMIM 192200) [13].
Ha npakTuke 3T0 onpenenseT BaXHbBIN (haKT: BAPHKO3-
HOe paclIMpeHre BeH Y JeTell HaMHOTo Yaiie ¢hopMupy-
€TCST B CEMBbSIX, B KOTOPBIX B3POCJIbIE TTAIIMEHTHI CTPAIatOT
BapUKO3HOI 00JIe3HbIO, a C(hOPMUPOBABIIUCH, MPOTPeC-
CHUPYET CYIIECTBEHHO OBICTpee, YeM Y TeHETUIECKH 3110~
POBBIX CBEpCTHUKOB.

Husknit  ypoBeHb OCBEIOMJIEHHOCTH II€AUATPOB
U CeMEMHBIX Bpauyeil 3aTpyaHSIET BO3MOXKHOCTb OCY-
IIECTBISATh MePbl TTPOGUIAKTUKI W HEXUPYPTUIECKOTO
JledeHrst 00JIe3HM, B TO BpeMsl KaK B JIETCKOM BO3pacTe
5(hHEKTUBHOCTh TAKOBBIX MEP Ha MOPSIOK BHINIE, YeM
V B3POCJIBbIX TTALIMEHTOB.

Bapuko3Hoe pacimpeHre BeH MpPEACTaBIsSIET COOO
COBOKYITHOCTb TIpOOJIEM pacIIMpeHHMs] BEeH Ha HOrax,
KOCMETHYECKOTo JedeKkTa W 3amadyu BelICHUS CITeL-
aJUCTaMU IETCKOTO Mpoduiasi B aMOYIaTOPHBIX YUIpexk-
nenusix. CremoBaTelbHO, B MpoOJieMe ITUarHOCTUKU
U XUPYPTUUECKOTO JICYeHUsT XPOHUYECKUX 3a00JIeBaHUIA
BEH B IETCKOM U TTIOIPOCTKOBOM BO3pacTe eCTh PsiI Hepe-
IIEHHBIX BOMTPOCOB aMOYJIaTOPHOTO BeJCHUS MAllIEHTOB,
YTO TpeOyeT BbIPAOOTKM OOIIEro B3IJsiaa CIeualucTOB
MYJbTUANCIUTIIMHAPHON KOMaH/IbI.

Lenbio cTaThbM CcTajJo W3JNOXKEHUE OCOOEHHOCTEN
BeJCHUsI TTALIMEHTOB C XPOHUYECKMMU 3a00JIeBaHUSIMU
BEH B MEAVIIMHCKUX YUPEXKACHUSX TEPBUYHOTO 3BEHa.

I1epBoe obOpalieHMe BCie MOSBICHUIO TTIEPBOTO CUMIT-
TOMa B BUJIE BUAVMBIX BeH Ha HOTAaX WM PaCIIMpPEHHBIX
BUAMMBIX BEeH Ha HOTaX CTAHOBUTCSI TOYKOI OTCUETa Jieueh-
HBIX U MPOMUIAKTUIECKUX MeporpusaTiii. CoBepIIeHHO
MPaBWJILHBIM  SIBJISIETCSl HampaBJieHUE TaKoro pebeHKa
K CHELMATUCTY JETCKOMY XUpYpry (MpearoYTUTeIeH IeT-
CKUit cocymucThiii xupypr). CiemnyeT OTMETUTb, YTO OOJN
B HOrax Kak CHMIITOM BapWKO3HOTO pacCIIMpeHMs] BeH
i OoJie3HEl TPYIIIBl XPOHWYECKMX 3a00jIeBaHMII BeH
HOCIT HaMHOTO Oosiee penkuit xapakrep. B 1ieom 6o
B HOTaX y JeTeil IPUCYIIU IIIMPOKOMY KPYTy 3a00JI€BaHUIA,
cper KOTOPBIX JOJsI BEHO3HBIX 3a00JIeBAaHUI COCTABIISIET
meHee 10%. Ilpu 3TOM B cityyae 6osieil B HOrax Kak eIrH-
CTBEHHOTO W TEPBOrO CHMIITOMAa TPAaBWJILHOM CIIEmyeT
CYMTATh TAKTUKY HampaBJIieHUs TaleHTa K peBMaToJIory,
HEBPOJIOTY WJIM OPTOTIEeAy B KayecTBe Havajaa TUarHOCTHU-
YyecKoro moucka. Heckonbko WHasi cUTyalust TIpu OOJIsIX
B HOTax y MaryeHTa ¢ TpOMO030M TITyOOKMX BEH WJIH TTOCT-
TpoMOOTHYEeCKOI OoJie3Hbl0. OMHAKO SIpKUi 1 crienudu-
YeCKMid aHaMHE3 B YKa3aHHOM TpyIre MalueHTOB cpas3y
orpeesisieT MepONpUsITUSI AMAaTHOCTUUYECKOTO rouvcka [ 14].

OcMmoTp ¢ TipoBeneHUEM Npobd U (OpMYIMpOBaHKE
MTOKAa3aHMI1 K BBITTOJTHEHUIO YJIBTPAa3ByKOBOTO MCCIIEIOBA-
HMS BeH HIDKHMX KOHEYHOCTE CiIeIyeT OCTaBUTh CITelra-

OBMEH OlbITOM

JIUCTY — JETCKOMY COCYAUCTOMY XUPYPTY, YTO OOBSIICHSETCS
criendUKoi (PM3MKAITBHOTO OCMOTPA M OTPaHUMIEHHOCTHIO
PECYpPCOB OTIEJIEHUI U KaOWHETOB YJIbTPa3BYKOBOM nuar-
HOCTUKY MEIUIIMHCKUX YIPEKIeHUI IIEPBUYHOTO 3BEHA.

JInuTenbHOe TedyeHWe 3a00JeBaHMS TpeAroaraet
B3aMMOJEICTBUE COCYIMCTOTO XUpypra U TeauaTtpa
B aMOyJaTOPHOM BeIEHUW MallMeHTa ¢ XPOHWYECKUM
3aboieBaHeM BeH. OrpaHW4yeHUid MEIUIIMHCKOTO
XapakTepa TaKWe IallMeHThl He WMEIOT, B TO BpeMs
Kak (pU3WYeCKUe HATPy3KHU MOTYT OBITh OTpaHUYEHBI
JI0 YPOBHSI TTepeHOCUMOCTH. KpaifHOCTb B BUIIe TTOJTHOTO
3amnpeTa (M3NIECKO aKTUBHOCTH KOHTPIIPOIYKTHUBHA.

IMemuatp HOMKEH WCXOAUThL W3 WHGMOpPMAIUH,
YTO Ja)kKe BBITIOJIHEHHAsl OTepanusi y HeCOBEepIIeHHO-
JIETHETO ¢ XPOHUYECKUM 3a0ojieBaHMEM BeH He JelaeT
€ro abCoJIIOTHO 3/I0POBBIM YEJOBEKOM (OH MPOIOJIKAET
OBbITh TTALIMEHTOM C XPOHWYECKUM 3a00JieBaHUEM BEH),
YTO (DyHIAMEHTAIBHO OOBSICHIETCS TEHETUIECKUM MeXa-
HU3MOM TIPEIpacIioNiokeHHOCTH K 60se3Hn. CooTBeT-
CTBEHHO TMOCJIEONEPALMOHHOE BEIEHUE, MAJIO OTJIMYAl0-
1eecst OT OOBIYHOTO B OTHOILIEHUE JAETEM ¢ XpOHUUECKUM
3a00jIeBaHMEM BeH, KpaifHe BaXXHO W HalleJIeHO Ha CHU-
JKEHMe prcKa pelinaIBa BapyuKo3a.

Bo Bcex cityyasx cterneHb BBIPaK€HHOCTU U pacIpo-
CTPaHEHHOCTb XPOHUYECKOTO 3a00JIeBaHUST BEH OLIEHU-
BalOT COTJIaCHO MexXayHaponaHoit kinaccudukaunu CEAP
(Clinical Etiological Anatomical Pathophysiological)
1994 r. I1pu oLileHKe KayecTBa XU3HM MallMeHTa C XPOHU-
YeCcKUM 3200J1eBAaHUEM BEH XOPOILIO ce0sl ToKa3a onpoc-
auk CIVIQ 20 B amanrranuy mist geTckoro Bo3pacra [10].
OnBIT paboThl ¢ IETHBMHM C BapUKO3HBIM pacIIMpeHUueM
BeH HIKHUX KOHEYHOCTE HaMm ToKa3as, 4TO OCHOB-
HBIMU TIPY TIEPBUYHOM OCMOTPE OKAa3bIBAIOTCS KAJTOOBI
MalMeHTOB Ha paclIMpeHre BeH Ha HOrax, HECKOJbKO
peke — oHeMeHUe U 0TeuHOCTh. OcHOBHOI (75%) TpyTI-
noit mo knaccudpukaunu CEAP okasbiBanacs C1EpAsPr,
a crelM(UKON «IeTCKOTO» MprueMa Obi1o Hammuue 10%
clydyaeB BPOXJIEHHOTO XapakTepa XpOHWYecKoro 3abo-
nesanust BeH (Etiology congenital — Ec mo kiaccudu-
kanuu CEAP) ¢ paHHUMU cpoKaMu TTOSIBJICHUS TIEPBBIX
CUMTITOMOB U CTIeIM(UIECKUM aHAMHE30M.

Creayer OTMETUTh, UYTO XUPYprudyeckoe BMella-
TEJBCTBO TPOBOIUTCS HE BO BCEX CIydasx (COBOKYITHO
OTKPBITBIE M JIa3epHbIe ornepannu MeHee dyeM y 30%
MaIMeHTOB), B TO BpeMsl KaK KOMIUIEKC KOHCEpBATHB-
HBIX MEPOTIPUSITUIA 00s13aTeNeH sl KaXIOTO «CUMITTOM-
Horo» nanueHTa. Kak mpasuiio, HazHavatoT (Gie60TOHM-
YeCKUIi Tpernapat BHYTpb, TOIMMYECKOE JIeYeHUE B BUIE
Mas3u WU TeJid 1 KOMIIPECCUOHHYIO Teparnuio (KOJIToThI/
YyJKW U/WIW 31aCTUYHBIN OUHT) [2]. Onupasich Ha peKo-
MEHIALINU, KaXIbIi W3 ONEepUpPOBAHHBIX TAIMEHTOB
TaKKe TPOIOJIKAI TTOTyYaTh KypcoBOe JIeUeHHE 110 KOH-
CepBaTUBHOM TIporpamMme. AHAJIW3 KaTaMHe3a HaIlUX
MOB3POC/IEBIINX MALIMEHTOB MTOKa3aJl, YTO 3TO MO3BOJISIET
JIOCTMYb HM3KUX TTOKa3aTesieil MOTpeOHOCTH B TTOBTOP-
HBIX omepanusax. TakTuka HW30MpaTeIbHBIX XUPYpPTU-
YeCKUX BMEIIAaTeIbCTB U BCEOOIIEro KOHCEpBATUBHOTO
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JIeYeHUs TTO3BOJIMJIA YAYUIIUTh Ka4eCTBO XU3HU BO BCEX
rpymnriax nauueHTos [15].
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B MOMOLLIb TPAKTUHYECKOMY BPAYY

DeKaJIbHbI KAJIBIPOTEKTHH KAK MaPKeP BOCHAJIUTEIbHBIX 3200/1eBaHHI KMIIEYHUKA
A.A. Kamanoea, I A. I'apuna, U.X. Baneesa, A.P. Iaiihymdunosa

Pre0y BO «KasaHckuii rocynapCTBEHHbI MeEANUMHCKNI yHUBepcuTeT» MmnHagpasa Poccuu, KasaHb, Poccus
Fecal calprotectin as a marker of inflammatory bowel diseases

A.A. Kamalova, G.A. Garina, 1. Kh. Valeeva, A.R. Gaifutdinova

Kazan State Medical University, Kazan, Russia

KanpnpoTeKTHH — 3T0 KaJblMii- M HUHKCBS3bIBAIONINIA (€JIOK, OTHOCAIIMIACS K ceMeiicTBY 0eakoB S100. DToT GeI0K HAXOAUTCS
NpeuMyLIeCTBEHHO B MTOMIA3Me HeiiTpoUII0B 1 B MeHbILIeii CTelleHH B MOHOLMTAX U MaKpo(darax, KOTopble MOTYT ObITb 00HADPYKEHbI
B JIIOOBIX OPraHAX YeJIOBEKA, HO MPEMMYIIECTBEHHO B KPOBH, CIUHHOMO3IOBO# JKHIKOCTH, KaJle, CJIOHE M CHHOBHAJIBHON JKHIKOCTH.
KanbnporekTun npesactasisieT co6oii 3ddekTuBHbIil Mapkep 1 quddepeHIMATbHONR JUATHOCTHKH BOCHAIMTENBHBIX 3200/1eBaHMi
KHIIEYHUKA ¥ CHHIPOMA Pa3pazKeHHoro KuimeyHuka. CymecTByeT cBs3b (DeKaTbHOTO KATbIPOTEKTHHA € 3HAO0CKONUYECKON AKTHBHO-
CTBIO BOCTIAIMTE/IbHBIX 3200/1€BaHUIi KMIIEYHNKA, OIHAKO B JOCTYNHOI JTUTepaType UMEIOTCS 3HAYNTe/IbHble PA3INyMs JAHHBIX YyB-
CTBUTEJILHOCTH U crieniuyHocTH heKATbHOro KaJIbPOTEKTHHA 1151 NPOTHO3MPOBAHUS SHAOCKONUYECKOH AKTUBHOCTH 3200/1eBaHMS.
ITomumo 3T10r0, (heKaTbLHBII KATBNPOTEKTHH MOKHO PACCMATPUBATH B KAYeCTBe MPeAUKTOPA THCTOIOTHYECKOrO 3AKUBJICHUS CH3U-
CTOii 000JIOYKH H B KAYeCTBEe MAapKepa sl OLEHKH OTBETA HA JieYeHHe, B TOM YKclie Xupyprudeckoe. OHAKO 10 CHX TOP He CyIie-
CTBYET eJMHOTO MHEHHUs O NIOPOTOBOM 3HAYEHHH OMOMapKepa 1A 3THX LeJeii. [IpoTHBOpeuMBbIe JaHHbIE MPEACTABIEHBI B OTYETAX
0 (hekaTbLHOM KAJLIPOTEKTHHE KAK MPEIUKTOPE PEUINBA BOCTIATUTEIBHBIX 3200/IeBAHMII KHIIEYHNKA. DTOT MAapKep NPEICTABISETCS
3()()eKTUBHBIM LISl BBISIBJICHUS PeLIMBA, HO HET KOHKPETHOTO OPOTOBOro 3HAYEHHUsI, CJIeJ0BAaTeIbHO, ONpe/ieJieHie 3TOro MapKepa
He MOKeT NMOJHOCTBIO 3aMEHUTDb IH0CKONMYECKHe MeTo bl HcciienoBanus. Kpome Toro, oTMeyaeTcs: BHyTPUMHIMBHIYAIbHAS BApHa-
0eJIbHOCTb KOHLEHTPALMH (DeKATbHOTO KATbNPOTEKTHHA Y MALMEHTOB, 3ABUCAILAS OT BO3PACTA, BUAA BCKAPMJIMBAHKS HA IEPBOM IOy
2KU3HH, TIPHEMA NPenapaToB, YTO 3HAYMTEILHO 3aTPY/AHAET HHTEPNPETALHIO Pe3y.IbTATOB.

Karoueswie crosa: Oemu, KanbnpomexkmuH, 4yeCcmeumenbHochniy, cneuud)uunocmb, gocnanumenvule 3a001€6aHUS KUWEHHUKA.

Ansa untnposauns: Kamanosa A.A., lapuHa I".A., Baneesa U.X., lari¢pytanHoBa A.P. dekanbHbiii KanbnpoTEKTUH Kak MapKep BOCMAaINTEb-
HbIx 3ab60n1eBaHuii KulieyHuka. Poc BecTH nepuHaton v negmatp 2023; 68:(5): 138-143. DOI: 10.21508/1027-4065-2023-68-5-138-143

Calprotectin is a calcium- and zinc-binding protein belonging to the S100 protein family. This protein is found mainly in the cytoplasm
of neutrophils, and, to a lesser extent, in monocytes and macrophages, which can be found in any human organs, but mainly in blood,
cerebrospinal fluid, feces, saliva, and synovial fluid. Calprotectin is an effective tool for the differential diagnosis of inflammatory bowel
disease (IBD) and irritable bowel syndrome (IBS). There is a connection of fecal calprotectin (FC) with the endoscopic activity of IBD,
however, the available literature shows significant differences in the sensitivity and specificity of FC for predicting the endoscopic
activity of the disease. In addition, FC can be considered as a predictor of histological mucosal healing and as a marker for assessing
the response to treatment, including surgical, but there is still no consensus on the threshold value of a biomarker for these purposes.
Conflicting data are presented in reports on FC as a predictor of IBD recurrence. FC seems to be effective for detecting relapse,
however, there is no specific threshold value, therefore, the marker cannot completely replace endoscopic examination methods.
In addition, there is intraindividual variability in the concentration of FC in patients, depending on age, type of feeding in the first year
of life, taking medications, which significantly complicates the interpretation of the results.

Key words: children, calprotectin, sensitivity, specificity, inflammatory bowel diseases.

For citation: Kamalova A.A., Garina G.A., Valeeva I.H., Gayfutdinova A.R. Fecal calprotectin as a marker of inflammatory bowel diseases. Ros
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MomeHTa niepBoro onucanusi B 1980 r. M.K. Fager-
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00pa3HbIX COCTOSIHMSIX, HAaYMHasi OT BOCTAJTMTEIbHBIX
3a00JIeBaHUI KMIIIEYHNKA W 3aKaHUYMBasi (PyHKIIMOHAIb-
HBIMU PacCTPOMCTBAMU XKeJIyTOUHO-KMUIIIEYHOTO TPaKTa.
KanbnpoTeKTMH — 3TO KajbliMii- W IIUHKCBSI3bIBAIO-
i 0eJIoK, OTHOCSIIUIcI K cemeicTBy OenkoB S100,
OH OCTaeTcsl CTAOWJIBLHBIM B TeUeHUe 4—7 THEN MpU KOM-
HaTHOI Temrtepatype [1]. DTo CBOMCTBO CIIy>KUT OTJINY-
HBIM TIPEMMYIIECTBOM JUIsI J1a0OpaTOPHOrO MapkKepa.
Kpome Toro, xpaHeHune oOpa3siia pu MOBTOPHOM OXJIaXK-
neHuu 1o temnepatypsl 4 °C MOXKET MTOBBICUTH CTaOMJIIb-
HOCTh (DeKaJTbHOTO KajblpoTekTuHa [2]. dDeKalbHbI
KaJIbIIPOTEKTUH OCTAaeTCsl CTAaOMJIbHBIM B TeUeHME Toja
npu temnepatype —20 °C [3]. KoHueHTpauus (ekanb-
HOTO KaJIbITPOTEKTUHA 3aBUCUT OT COOpa COOTBETCTBY-
o1mMx o0pa3loB Kajla M aHajau3a C MCIOJb30BaHUEM
MPOBEPEHHBIX METOJIOB; KaK MpPaBUJIO, U3MEPEHUSI TIPO-
BonIaTCd B obpasiax Maccoit ot 50 go 100 wmr.
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ITepBble mOKa3aTeabCcTBA 3HAUYEHUS (DeKATBHOTO Kallb-
MPOTEKTUHA UT JUATHOCTUKM BOCTIAJIUTEIbHBIX 3a00JTe-
BaHUI KUIlIeYHWKa ObUTHM mosrydeHbl B 90-x romax XX Beka.
A.G. Roseth u coast. [4]. B 1992 r. npemioxeH criocod
onpeieNieHNsT KabIIPOTEKTUHA B oOpasiiax Kana. [To maH-
HBIM aBTOPOB, YpPOBEeHb (DEKaTbHOTO KaJIBITPOTEKTUHA
y TIAIIMEHTOB C SI3BEHHBIM KOJIMTOM BHIIIIE, YeM Y 3MOPOBBIX
YYaCTHUKOB WCCJIEAOBAaHMUsI, AaXke TPU HU3KON aKTMBHO-
ctu 3ab6o0neBanus [5]. DeKaTbHbIN KATBITPOTEKTUH CITY>KUT
Hanbosee MHMOPMATUBHLIM MapKepoOM MpU CKPUHWUHIO-
BOM 00CJIeIOBAaHUM TIAIIMEHTOB JJIS1 BBISBJICHUST OOJIC3HU
KpoHa, y KOTOpHIX WMMEIOTCSI MapKepbl BOCHaJeHUS
B KPOBU, Takue Kak C-peakKTUBHBINM OJIOK VI TTOBBIIICH-
Hasl CKOPOCTh OCEIaHMsI 3PUTPOLMTOB [6]. MUHUMAaIbHOE
ITOPOToBOE 3HAYEHUE TIPY CKPUHMHTE Ha HaJIMJKMe BOCIa-
JIUTEJTbHBIX 3a00JIeBAaHUI KUIIEUHUKA (PEKAJIBHOTO Kajlb-
MPOTEKTUHA COCTaBIsIeT 212 MKT/T, YTO COOTBETCTBYET UyB-
ctBUTeNIbHOCTH 95% u crietmduunoctr 95% [7]. OmnHako
(eKaTbHBIN KaJIBIIPOTEKTUH He 00JIaIaeT UIeaIbHOM JyB-
CTBUTEJIBHOCTBIO M CMEUM(PUUHOCTBIO JUTS AUArHOCTUKU
BOCTAJIUTETBHBIX 3a00JIeBAHUI KUIIIEYHHUKA, TTPH KOTOPHIX
BOBJIeYeHa TOHKAsI KMIIKa [§].

ITo maHHBIM MeTaaHallu3a, B KOTOPOM paccMaTpu-
BaJICh BO3MOXHOCTH TPUMEHEHUST (PeKaIbHOTO Kajlb-
MpoTeKTUHA s auddepeHmalIbHOro 1MuarHosa BoOC-
MaJUTEIbHBIX 3a00JIeBaHUI KUIIEUHUKA W CUHIPOMa
pa3apakeHHOTO KUIIEUHUKA, BEPOSITHOCTh Pa3BUTHS
BOCITAJIUTEIBHBIX 3a00JIeBAaHUI KUIIEYHWKA COCTaBIISIIA
MeHee 1% Tipy KOHIIeHTpaun (heKaabHOTO KaJbITPOTEK-
ThHA B Kaye HKe 40 MKT/T uiu ypoBHe C-peakTUBHOTO
oenka Huxe 0,5 mr/mn [9]. TloaToMy dhekanbHbI Kalb-
MMPOTEKTUH MOXET ObITh TTOJIE3eH TSI UCKITIOYEHUST BOC-
MaJUTEIbHBIX 3a00JIeBaHUI KUIIEYHWKA y TAlMEeHTOB
C CUMIITOMaMH, TMTOTOOHBIMUA CUHIPOMY pa3apaskeHHOTO
KUIIEYHWKA, a TaKXKe JJIST CHYKEHUST 9acTOThI TTPOBeIe-
HUST KoJoHockonuu. MccrenoBanue (GpeKalbHOTO Kajlb-
MPOTEKTUHA PEKOMEHIOBAHO BCEM IMAIlMEHTaM C TOJI0-
3peHUeM Ha SI3BeHHBIN KOJIUT T ArbhepeHINaTbHON
NIMArHOCTUKHW KOJIUTA U Mapen HEBOCITAIMTEJIbHOM TIpr-
POIBI, a TAKXe JUTSI HEMHBAa3WBHOTO TMHAMUYECKOTO KOH-
TpoJist BocrianieHus [10]. OpHako HeOOXOIMMBI TOTIOTHU -
TeJbHbIE MCCIEAOBaHUS (PEKATBHOTO KaJbIIPOTEKTUHA
y 3I0POBBIX M OOJIBHBIX C BOCTAJIMTEILHBIMU 3aboJie-
BaHUSMU KMIIIEYHWKA B pa3HbIX PeTMOHAaX W CTpaHax,
YTOOBI OTPENETUTh MTOPOTrOBbIe 3HAUEHUST ¢ MaKCUMalTb-
HOM YYBCTBUTEJIbHOCTBIO, CIEHUMUIHOCTBIO M MUHU-
MaJIbHBIMA  JIOXKHOTIOJIOXKUTEbHBIMA ~ pe3yJIbTaTaMU
I 0osiee TOUHON OIIEHKM €ro KJIWHWYECKOW IEeHHO-
CTU B IHUArHOCTUKe, MU(depeHIInaTbHON TUarHOCTHKE
¥ MOHUTOPHWHTE BOCTIAJTUTENBbHBIX 3a00JIeBAHUIN KHIIIeY-
HuKa. JIJ1s TTOBBIIIEHUS] TUATHOCTUYECKOM (D (PEeKTUBHO-
CTH (peKaTbHOTO KaJIbITPOTEKTHHA B OLIEHKE aKTUBHOCTU
SI3BEHHOTO KOJIUTAa PEKOMEHIOBAHO JIOMOJHUTEIBHOE
omnpeneneHne C-peakKTUBHOTO 6elka M KIMHUYECKOTO
WHAeKca akTUBHOCTH sizBeHHoro KonmnTa (PUCAI) [10].

OnHoii 3 HanboJiee Cepbe3HBIX MPOOJIEM B JICUCHUU
BOCITAJIUTEIBHBIX 3a00JIeBaHUII KUIIIEUHUKA TpU3HAHA

OILIEHKA HIOCKOMMWYECKONW W THUCTOJOTUYECKOW aKTHUB-
HoOCTH 3abojieBaHus. B Hacrosiiee BpeMsi KOJOHOCKO-
MUST U TUCTONATOJIOTUYECKHME MCCIIeOBAHUS CUUTAIOTCS
OOIIENPUHATBIMA WHCTPYMEHTAMU JIJIST OLIEHKU 3aXKWB-
JIEHWS CITU3UCTON 000J0YKM KUIITKHU Y TTAlIMEHTOB C BOC-
MaJUTETbHBIMU  3200JIEBAHUSIMUA  KMIIIEYHWKA.  BbIIo
pa3paboOTaHO HECKOJbKO CHUCTEM OLIEHKU aKTUBHOCTHU
3a00JIeBaHUSI HAa OCHOBE pPE3YJbTaTOB KOJOHOCKOMUU
n Mopdoaoruueckux ucciaenoBanuii. [lepBbie mokasa-
TEIbCTBA CBSI3M MEXAYy KOHIIEHTpauueil (eKaJlbHOTO
KaJbIPOTEKTUHA M 3HIOCKOIMMYECKON aKTUBHOCTHIO
3a00JiIeBaHMSI MOJTydyeHbl B KOHIIE 90-X TOMOB MPOIILIOTO
cronetus. A.G. Roseth u coaBr. [5] BbISIBUIIM 3HAYUTETb-
HYIO KODPPEJSILIMIO MEXAY YPOBHSIMU KaJlbIIPOTEKTUHA,
SHIOCKOIMMYECKON M THCTOJIOTUYECKON aKTUBHOCTBIO
y TIALIMEHTOB C SI3BEeHHBIM KOJUTOM. B npyrom mccieno-
BaHWUM y TALMEHTOB C BOCHAIUTEIbHBIMU 3a00JIeBaHM-
SIMU KMIIIEYHWKA B KJIMHUYECKON PEMUCCUU, MMEBIINX
HOpPMAaJIbHBIN  YpOBEeHb (DEKaTbHOTO KaJbIPOTEKTUHA
(meHee 50 MKr/T), OOHApYXWUJIU HOPMAaJIbHbIE DPE3YJIb-
TaThl KoJJoHocKonuu [11]. DTtu hakThl yKa3bIBalOT Ha TO,
YTO KaJBIIPOTEKTUH MOXHO paccMaTpWBaTh B KauyecCTBE
6uomapkepa i OLIEHKH 9HAOCKOMMYECKOM aKTUBHOCTH
W 3KUBJICHUS CIIU3UCTON 000JIOYKH Y TTALIMEHTOB C BOC-
MaJIUTeTbHBIMU 3a00JIeBaHUSIMK KUllleuHuKa. [1peacras-
JIEHHBbIe Pe3yJIbTaThl CTAJIM OTIPABHON TOYKOM OOIIMp-
HBIX UCCIIENOBAHUI, KOTOPBIE MPOBOIITCS 10 CUX TTOP.

T. Sipponen u coaBrt. [12] nccnenoBajsy 4yBCTBU-
TEJILHOCTh U CHEUUOUIHOCTh (heKaTbHOTO KaJbIIpO-
TeKTUHA B TMPOTHO3MPOBAHUM  3JHIOCKOMHMYECKOM
akTuBHOCTM Oosie3Hn KponHa. YyeHble uCMoib30Baau
SHAOCKOINUYECKUN WHAEKC TsKecTu OosiesHu Kpona
(CDEIS) u oOHapyxXwuiu, 4TO YpOBEeHb (heKaJIbHOTO
KanbrnporektHa 200 MKT/T MOXET IpPOTHO3MPOBATh
SHIOCKOIMMYECKYIO0 aKTUBHOCTh 6osie3HU KpoHa ¢ uyB-
crBUTeNbHOCTBIO 70% u cneunduuHocTeio 92% [12].
B npyrom nccinenosanuu CDEIS u nHnekc akTHBHOCTH
6osie3HU Meiio ObUTH MCTIOIb30BaHBI [IJIsI OLIEHKU 3H/I0-
CKOIMMYECKOW aKTUBHOCTH 06ojie3HM KpoHa u sI3BeH-
HOTO KOJINTAa COOTBETCTBEHHO. Y MAallMEHTOB C BOCTIAJIM -
TeJbHBIMU 3200JIeBAaHUSIMU KUTIIEYHNKA ObIIa BBISIBJIEHA
3HAYUTEIbHAsI KOPPEJSILUSI MEXIY YPOBHSIMU (heKasb-
HOTO KaJbITPOTEKTUHA U DHAOCKOMUYECKON aKTUBHO-
crtbhio 3aboneBaHus [13]. HampoTuB, B ucciemoBaHUU
G.Y. Melmed u coasrt. [14] koppeasiiusi MeXay Toka-
3aTeIIMA BUACOKATICYJTbHOM 3HAOCKOIMMU TIPU BOCTIa-
JIUTEJIbHBIX 3a00JIeBAaHUSIX KHMIIEYHUKA U OMOXUMUYE-
CKMMU MapKepaMU BOCTaJeHUs, BKIoJas (heKaabHbI
KaJIbIIPOTEKTUH, He OOHapyxXeHa. Y B3pOCJbIX Mallu-
€HTOB YacTOTa BBISBJICHUSI TOPAaXEHUW CIU3UCTOMN
000JIOYKM KHIIIEYHUKA TIPU BBITIOJIHEHWU BUAEOKATI-
CYJILHOUM 3HIOCKOTUU KOppeJnpoBaja ¢ YyBEJIMYEHUEM
YPOBHS (PeKaTbHOTO KaJlbIIPOTEKTUHA: TMPU YpPOBHE
KaibprpoTekTnHa <50 MKT/T 4yacTtota coctaBuia 10%;
npu ypoBHe KanbmnporektnHa 50—100 mkr/T — 25%
u ipu ypoBHe > 100 Mxr/T — 62% [15].
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Takum 00pa3om, CyIIECTBYIOT 3HAUUTEIbHbIE pa3jiu-
YUsI MEXIY OTYETAMU O UYBCTBUTEIBHOCTU U CTIELIM(bUY-
HOCTU (heKaJIbHOTO KaJbITPOTEKTUHA IS TTPOTHO3UPO-
BaHUS DHIOCKOMUYECKOW aKTUBHOCTU BOCITAJTUTEBHBIX
3a0ojieBaHUI  KMIIeuyHUKa. HecoMHeHHO, ImMpoKuii
CITeKTp (HaKTOPOB, TaKMX KaK pa3Mep BBIOOPKU M KpU-
TEPUU BKITIOYEHUS/UCKITIOUEHUsI, TIepeMeHHBIE TIpel-
BapUTEILHOTO aHaju3a W WHAEKCHI, MCIOJb3yeMble
IUIT OLEHKW OHIOCKOIMMYECKON aKTMBHOCTH, TaKXe
MOTYT CIOCOOCTBOBAaTh 3TUM pa3iuyusM. B Hactosiiee
BpeMsl (hbeKabHBII KaJbIIPOTEKTUH HE TPHU3HAH OYeHb
HaJeXXHBIM MapKepoM ISl TIPOTHO3MPOBAHUSI SHIOCKO-
MUYECKON aKTUBHOCTY BOCHAUTEIbHBIX 3a00JIeBaHUIA
KUIIEYHUKA, TTIO3TOMY TIPEICTABISIETCS HECKOJIBKO OTITH-
MHUCTMUYHBIM paccMaTpUBaTh KaJIBIIPOTEKTUH B KaueCTBE
aJbTepHATUBBI KOJOHOCKOIMUM; HEOOXOAUMBI AallbHei-
mue ucciaenoBaHus. OmHAKO TPU HEKOTOPBIX OOCTO-
ATEJILCTBAX, TaKMX KaK OepeMEHHOCTb WM TaHIeMUU
(Hanpumep, COVID-19), ucnonb3zoBaHue ¢heKaJTbHOTO
KaJTbIIPOTEKTUHA JJISI OLIEHKN SHAOCKOMMYIECKOM aKTUB-
HOCTM BOCHAJIUTETbHBIX 3a00JIeBaHUN  KHMIIIEYHWKA
MOXET OBITb IMOJIE3HBIM.

CylIecTBYIOT JaHHBIE, YTO YPOBEHb (PEeKabHOTO
KaJbIIPOTEKTHA KOPPEJTUPYeT C TUCTOJOTUYECKOM
AKTUBHOCTBIO SI3BEHHOTO KOJIUTA, TIPU 3TOM ITOKa3aHo,
YTO OH MOXET OBITb TPEIUKTOPOM THCTOJIOTMUECKOTO
3aKUBJICHUST CIU3UCTOM 00O0JIOUKU (4YBCTBUTEIHHOCTH
75%, cneundpuanocts 90%, npu MOPOrOBOM 3HAYECHUU
171 mxr/r) [16]. B HemaBHeM WCCIIeTOBaHUM WHIAEKC
Geboes MCToONb30BaJICS ISl OLIEHKM TMCTOJIOTMYECKOM
AKTUBHOCTU y TMAIlMEHTOB C KJIMHWYECKU HEAKTUBHBIM
SI3BEHHBIM KOJIUTOM. B Ipyrom mcciaenoBaHuM ObIT TIPU-
MeHeH uHAeKc HoHcu M oTMedeHBI BBICOKAsl YyBCTBU-
tenbHOCTh (100%) m Huskasg crneuududHocTh (48%)
I (PeKaaTbHOTO KaJIbIIPOTEeKTUHA TIPW TTOPOTOBOM
YpOBHE B 72 MKT/T 1Tl TIPOTHO3UPOBAHUS THCTOJIOTHYE-
CKOW aKTUBHOCTH SI3B€HHOTO KojuTa [17].

Yto KacaeTcsl poid (PeKabHOTO KaJbIIPOTEKTHHA
B OIpe/ieJIeHNM OTBETa Ha Teparuio y MalMeHTOB C BOC-
MaJTUTEIbHBIMU 3200JIEBAHUSMU KUIIEYHUKA, TTOJTYIECHBI
MHoOTroob6emaIue pesyabTaTtel. Hampumep, nmokasaHo,
YTO YPOBEHb (PEKaJTbHOTO KaJbIIPOTEKTUHA Y TallMeH-
TOB C BOCHAJUTEILHBIMU 3a00JIeBAaHUSIMU KUIIEUHUKA
rocJjie JiedeHus mpernaparamu, onokupyrommmu TNFa,
MOXHO HCMOJb30BaTh B KadyecTBe IPEIUKTOpa pHCKa
KJIMHUYECKNM aKTUBHOTO 3a00JieBaHUSI B CJEIYIOIIEM
TOAYy C YYBCTBUTEJIBHOCTBIO 72% U CHelM(UIHOCTHIO
80% [18]. Ha ocHOBaHUM pe3yIbTATOB 3TOTO MCCIENI0-
BaHUSI ObUT CAEJIaH BBIBOJ, YTO COXpaHEHWE BBICOKOTO
VPOBHSI (DeKaAJbHOTO KaJbIIPOTEKTUHA TIOC/Ie Teparuu
anTu-TNFa MoXxeT yKa3plBaTh Ha HEIOCTaTOYHBIN OTBET
Ha Takoe JiedeHue. [Ipy mpuMeHeHUU WHOIMKCMMaba
YPOBHM (heKaTbHOTO KaJTbITPOTEKTUHA MOTYT HOPMaJTN30-
BaThCs B TeUeHME 2 HeJl, XOTS TIPY UCKITIOYUTETHHO 9HTE-
paTbHOM TTMTAHUU CHUKEHUE MOXKET OBITh MEHee BbIpa-
SKEHHBIM U TIPOUCXOIUTDH B TeUeHUe OoJjiee TITUTEITHbHOTO
nepuoga — ot 6 mo 8 Hex [19]. YV GonbIIMHCTBA HaLK-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

€HTOB, HE3aBUCUMO OT MPOBOAMMOI Teparnu, YPOBHU
KaJbITPOTEKTUHA OCTAIOTCSI HECKOJIBKO TOBBIIIIEHHBIMU,
YTO yKa3bIBaeT Ha MPOIOJIKAIOUIYIOCS BOCTIATUTETBHYIO
aKTUBHOCTh Ha TKaHEBOM YpOBHe (THCTOJIOTMYECKast
aKTUBHOCTb 3a00JieBaHMsT). HeT eqMHOTO MHEHUS O TOM,
KaKoi1 ypoBeHb (PeKaTbHOTO KaJBIIPOTEKTUHA TIPUEMIIEM
JUTSL TIPOTHO3WPOBAHUS MCXOMa JIeYeHUs TallMeHTa, eCIu
TOJIBKO OH He HaXOmATCcs B Ipeneiaax HopMbl [20]. U3me-
peHure ypOBHS KaJTbITPOTEKTHHA — TaKKe HEMHBA3UBHBIN
croco® HaOJMONeHUsT 3a TMeauaTpUYeCKUMM TalieH-
TaMM C BOCMAJIUTETbHBIMU 3a00JIeBAHUAMU KUIIIEUHUKA
Mocjie XUPYpPrudecKoro JiedeHus. M3mMeHeHMe YpOBHS
(eKaTbHOrO KaJbIIPOTEKTUHA MOXET OBITh BCIIOMOTA-
TeJTbHBIM 3BEHOM IS OTIpefeSIeHUsT CPOKOB MPOBEACHUSI
KOJIOHOCKOTIMM B TIOCJIEOTNepallMOHHOM Tepuopae. Tak,
B OTCYTCTBHE CUMIITOMATUKH U TIPU HOPMaJIbHOM YPOBHE
(eKaTbHOro KaJbIIPOTeKTHHA MPOBeJAeHNE KOJIOHOCKO-
MUl MOXHO OTIoXuTh [21]. Takum obOpaszom, MOHM-
TOPUHT KOHLEHTpAaUMU (eKaTbHOTO KalbIIPOTEKTUHA
MOXET TIOMOYb B OIpeAeSIeHUU CPOKOB IOCTEIYIOIei
sHIockonuu. [Tpy HOpMaJIbBHOM €ro YpOBHE M B OTCYT-
CTBHE Yy TAllMEHTa KIMHWYIECKUX MPOSIBICHUN 3HIOCKO-
MUsST MOXET OBITh OTJIOXKEHa WM, HA00OPOT, TAllUeHTY
¢ KIIMHUYECKUMU TIPOSIBJIEHUSIMU Y TIOBBIIIEHHBIM YPOB-
HeM (heKaJTbHOTO KaJIbIIPOTEKTUHA HACTOSATEIbHO PEKO-
MEHIIYeTCsI S9HIOCKOIMIecKoe obcienoBanme [21].

IMepBble moka3zaTenbcTBA APOHEKTUBHOCTH YPOBHS
(ekalTbHOro  KalbMpOTeKTHHA B  TMPOTHO3MPOBAHUU
penmanBa ObLIM mpeacTaBieHbl K Hadamy 2000-x romoB.
Ilo manueiM J.A. Tibble n coaBt. [22], 3TOT TOKa3a-
TeJb UMEET YyBCTBUTENBbHOCTh 90% U crienn(pUIHOCTD
83% mnpu moporoBoM 3HaueHUU 50 MKT/T IJIST TPO-
THO3MPOBAHMST pELMINBA BOCTIAIUTEIbHBIX 3a00JeBa-
Huit kumreyHnka. OOHapyXXeHO, YTO YpOBeHb (heKaylb-
HOTO KaJIbIIPOTEKTUHA Y TAlMEeHTOB C PEUMINBOM
BhIIle, yeM y mamueHToB B pemuccum [22]. F. Costa
n coaBT. [23] mokazanmu OomblIylo 3(DGEKTUBHOCTh
(eKaTbHOro KaJbIPOTEKTUHA TSI TIPOTHO3MPOBAHUS
peruanBa TpU SI3BEHHOM KOJIUTE: YyBCTBUTEIBHOCTD
89% u ciertucdmaHOCTD 82% NI I3BEHHOTO KOJTUTA;, IyB-
CTBUTEILHOCTD 87 % u crieltuduuHoCTh 43% 1u1st 6071€3HU
Kpona npu noporosom 3HaueHuu 150 MKr/T.

B TO Xe BpeMs CyIIEeCTBYIOT UCCIEIOBAHKS, B KOTO-
pBIX coobmiaercss o Oojiee HU3KOU 3(POEKTUBHOCTU
(eKaTbHOro KaJbIIPOTEKTUHA TSI TIPOTHO3MPOBAHUS
peluarBa BOCTAMTEIbHBIX 3a00JeBaHUN KHIIIEYHHUKA.
Tax, D. Laharie u coaBt. [24] BbISIBUIM, UTO JUISI SI3BEH-
HOTO KOJIUTa 9yBCTBUTENIBHOCTD cocTaBsieT 41%, crienu-
duuHoCcTh 85% Tpu moporoBoMm 3HayeHUM 250 MKT/T,
1151 6one3Hn KpoHa uyBcTBUTENBHOCTh 61% U crienu-
duuHocTh 48% Tipy MoporoBoM 3HaueHuW 130 MKT/T.
DeKaTbHBI KaJBIIPOTEKTUH TOKA3aJl OTHOCUTETHHO
HU3KYIO0 YYBCTBUTEILHOCTD U CITEIM(MUYHOCTD B KAUeCTBE
MpeANKTOpa PEIUANBA I3BEHHOTO KOJUTA (4yBCTBUTEIb-
HOCTb 54%, crietcraHOoCcTh 69% 1 MpK TOPOTOBOM 3Ha-
yeHuu 135 Mkr/r) [25]. CornacHo faHHBIM MeTaaHalM3a
(eKalbHBII KaIBIIPOTEKTUH 00J1aaeT YyBCTBUTEIHLHO-
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Kamanosa A.A. u coaem. DexaibHblii KATBIPOTEKTHH KAK MapKep BOCTIATUTE/IbHBIX 3a00/I€BaHII KMIIEYHIKA

cthio 75% wu crietinUIHOCTHIO 77% B IPOTHO3UPOBAHUU
peluanBa S3BEeHHOTO KOoJuTa. MUHUMAIbHBIN BO3pacT
MallMEHTOB B MCCIeI0BAHUIX, BKITIOYEHHBIX B MeTaaHa-
3, 6611 16 eT, MakcuMaNbHBIN — 82 roma [26].

CornacHo naHHbIM  EBpomeiickoil  opraHuzanuu
no wusydyeHuto OonesHu Kpona u konura (ECCO),
a TakKe KJIMHMYECKUM peKoMmeHmanusiM EBpomeiickoro
00IIecTBa METCKUX TacTPOSHTEPOJIOTOB, TeTaToJIOTOB
n Hytpunmonoros (ESPGHAN) mo BeneHuto 6ose3Hu
Kpona, onpeneneHre ypoBHs (heKaTbHOTO KaJTbITPOTEK-
TUHA OCOOEHHO MOJIE3HO JJISI MOHUTOPUHIA PEMUCCUU
WY pelarBa BOCTAIUTEIbHBIX 3a00JIeBaHUI KHIIIEY-
HUKa, XOTsI KOHKPETHOE TTOPOTOBOE 3HAYEHUE JIJIST OTIpe-
neJieHWsT penuanBa He ycraHosjieHo [27]. CormacHo
0o0HOBIeHHbIM (2020 r.) pekoMeHIauusiM Mo O0oJie3HU
Kpona, uem Ommke 3HaueHHMe (PeKaTbHOTO KallbIIPO-
TeKTUHA K 50 MKT/T, TeM BBbIIIE BEPOSITHOCTh ITOJTHOTO
9HAOCKOMMYECKOTo 3axkupieHus [28, 29]. B ornuuune
ot 6osie3nu KpoHa mpu sI3BEHHOM KOJIMTE PeKOMEH]Iy-
eTCsT TIPOBOIUTH SHAOCKOIMYECKYIO OLIEHKY Y TalllMeH-
TOB B CTJNU KJIMHUYECKON PEMUCCUY C KOHLIEHTpalneit
¢ekaapHOrOo KajablpoTeKTuHa >250 Mr/T, MOCKOJBKY
9TO 3HaueHWe OoJiee TOUHO IMPOTHO3MPYET BOCITAJICHUE
cmusuctoit obosouku [30]. Tlpy HanmMuMM TTOBTOPHBIX
BBICOKHMX YPOBHEM (PeKaTbHOTO KaJTbITPOTEKTUHA CIIEAYET
paccMOTpPeTh BO3MOXKXHOCTb MPOBEACHUS] 3HIOCKOTIUU.
OnTUMaNbHBIM UHTEPBAJ IS MTOCIEAYIONEero Habmoae-
HUS 32 YPOBHEM (DeKaTbHOTO KaJbIIPOTEKTUHA HE yCTa-
HOBJIEH M IOJIKEH OTPENeIAThCS MHANBUAYaTbHO. TakuM
00pa3oM, HECMOTPS Ha TO YTO OTpeesieHre (heKaIbHOTO
KaJbIIPOTEKTHHA SIBJIIETCS TTPOCTHIM M HEWMHBAa3WBHBIM
METOJIOM JTWAarHOCTMKHW, OH He o0JaJaeT JOCTaTOYHOM
LIEHHOCTBIO B TPOTHO3WUPOBAHUM PEUMIMBA BOCTIATM-
TeJTbHBIX 32001 BAaHUI KUIIIEYHUKA.

K HemocTaTkam MeTOma MOXKHO OTHECTU 3HAUMTEIb-
HYI0 BHYTPUUHIVWBUIYAJTbHYIO BapuabelbHOCTh KOH-
LIEHTpallM¥ MapKepa y MalMeHTOB ¢ BOCTIAIMTEIbHBIMU
3a00/IeBAaHUSIMUA  KUIIIEYHUKA, YTO MOXKET IPUBOAMTH
K OIIMOOYHON WMHTEpIpeTaluu 3TOro Tokasatens [31].
Ha xoHIeHTpauuio (heKaabHOTO KaJdbIPOTEKTHUHA BIIU-
sleT TIpUeM JIEKapCTBEHHBIX TpemapaTtoB. Tak, TpueM
HECTEPOUIHBIX  MPOTUBOBOCIAIUTENBHBIX  CPEICTB
MOXET TIOBBIIIATh KOHIEHTPAIMIO0 (EeKaTbHOTO Kajlb-
nporekTrHa Oojee yeM B 2 pasa [32]. MHrudGurTops
MMPOTOHHOM TOMITbI TakKXe CIIOCOOHBI 3HAYUTEIBHO
MOBBIIIIATL ero KoHueHTpauuio [33]. Bricokas yacrora
MPUMEHEHUS TIEPEYNCICHHBIX TPErapaToB MOXKET pac-
CMaTpUBAaThCS KaK Cepbe3HOE OrpaHUYEeHUE JIJIST UCTTOb-
30BaHUs (DEeKaTbHOTO KaJlbIIPOTEKTUHA B KavyecTBe
MapKepa BocrajieHust. [103ToMy y TeX, KTO peryJspHO
MMPUHUMAET 3TH JIEKapCTBEHHbBIE TIpeTiapaThl, pe3yJIbTaThl
TecTa Ha (heKaJTbHbIN KaJIbIIPOTEKTUH MOTYT ObITh HEIO-
crtoBepHbIMU. KOHIIEHTpaus (heKaaTbHOrO KaJbITPOTEK-
THHA TaKXe CUJIbHO BapbUpPYeT B MPOIECCe MOATOTOBKH
K KOJIOHOCKOITMU U B TeUeHUE HECKOJBKUX JTHEH Tocie
UJICOKOJIOHOCKOITUM, YTO 3aTPYyIHSET WHTEPIpEeTaInio
pe3yabTaToB [34].

YpoBeHb (heKaTbHOTO KaJTbITPOTEKTUHA MOXET TaKKe
MOBBIIIATLCST TIPU  HEKOTOPBIX APYTrUX 3a00JIeBaHMSIX,
cpenyn KOTOPBIX KOJIOPEKTaJIbHBIN pak, WH(MEKIIMOHHAs
nuapest, LeJIuakus, TUBEPTUKYJsApHass OOJie3Hb, aHKU-
JIO3UPYIOIIUI CITOHIWJIOAPTPUT, TAHKPEaTUT, TacTpo-
a30¢areaqbHBI pedioOKC W TMiueBas aeprus [35].
Tloka3zaHo, 4TO MEHCTpyaJlbHOE WJIU HOCOBOE KPOBOTE-
YeHMe, a TAKXKe aHAJTbHbBIE TPEIIMHBI ¥ TeMOPPOI BIUSIIOT
Ha YpOBeHb (peKaJIbHOTO KaJbIpoTekTHA. KpoBoroTtepn
6osiee 100 M1 1OCTaTOYHO, YTOOBI €TI0 YPOBEHD MTPEBBICHIT
pedepeHCcHBIE 3HAYEHMSI, OTHAKO TaKoe HCClieOBaHue
MPOBOIMIIOCH TOJIBKO Y B3pOC/IBLIX MALIEHTOB [36].

KoHueHTpanmst ¢heKajqbHOTO KaJIbIIPOTEKTUHA 3aBU-
CUT OT TeCTallMOHHOTO CpOKa M BO3pacTta peOeHKa.
Ilpu ompeneneHun ypoBHS (heKaJTbHOTO KaJbIIPOTEK-
TUHA y MaJIeHbKUX JeTeil HeoOXOOUMO YYUTHIBATD,
YTO €r0 KOHIEHTpalUs MOXET MCKYCCTBEHHO YBeJH-
yuBaTthcs Ha 30% 3a cyeT IMOTJIOIIEHUs BOIBI TOMATY3-
HukoM [37]. ¥ 1ry0OKOHEIOHOIIEHHBIX JeTel Orpese-
JISIIOTCSI OCOOEHHO HM3KMe KOHIEHTpaluu (heKaabHOTO
KanbrporektiHa [38]. YpoBHU (heKaaTbHOTO KalbIpo-
TEKTUHA y 30POBBIX HETOHOUICHHBIX MJIAEHIIEB ObLTA
BBIIIIE, YeM Y B3POCJbIX U AeTeil 0ojiee cTapliero BO3-
pacra [39]. JIyst mOHOIIEHHBIX IeTell MJTaale 3 Mec Cpe-
HUE YPOBHU (heKaTbHOTO KaJIbIIPOTEKTUHA COCTaBWIIA
ot 145 mo 277 mxr/t (ot 46 mo 109 mkr/T) [40]. Y Heno-
HOIIIEHHBIX NIeTell M MJIaJIeHIIeB MJIaJille Tofa YPOBEHb
(eKaTbHOrO KaJbIIPOTEKTHA MOXET OBITh TMOBBIIIECH
0e3 M3BeCTHOM MPUYMHBL. [loaTOMy MO Tex mop, Moka
He OyneT ycTaHOBJIEH HOPMaJbHbBIM ITMara3oH ISl TOU
BO3PACTHOI TPYMIIBI, YPOBHU (heKaJTBHOTO KaJTbITPOTEK-
TUHA CJeAyeT WHTEePNpeTUpoBaTh C OCOOOI OCTOPOXK-
HOCTbIO. Y neTeii crapiie 4 JIeT MOTYT MCITOJb30BaThCs
3HaueHus: 50 MKT/T, KaK M y B3POCIHbIX, XOTS Y 310pO-
BBIX JIeTell YPOBHM (heKaJTbHOTO KaJbIIPOTEKTUHA MOTYT
nocturath 100 MKr/r wiam pgaxe Boime [41]. YpoBHM
(eKabHOTO KaJbIIPOTEKTHHA B KaJie y 3J0POBBIX MJia-
JIEHIIEB W JeTell Miamiie 4 JieT BhIIIe, YeM Y B3POCIBIX,
B CBSI3W C YeM HEOOXOAMMBbI JaJibHEHIIIEe MCCIeI0Ba-
HUS IJIsT ONpeAesieHUsT TOMYCTUMOTO BEPXHETO TIpe-
Jena UIst TUATHOCTUKM BOCTIAJIMTENbHBIX 3a00J1eBaHMiA
KUIIeYHUKa y nereit [42].

3aknovyeHue

IlpyHuMasi BO BHUMaHHWE BCE TIEPEUMCIICHHOE,
MOHO C/IeJIaTh CJAeAYIOIINE BbIBOIbI:

* KOHUEHTpaIMs (heKaTbHOTO KAJIBITPOTEKTUHA MOXKET
OBLITh MCIOJb30BaHa I IuddepeHINaTIbHON THUarHo-
CTHKU BOCITAJIUTEIbHBIX 3a00JIeBaHUI KUIIIEUHUKA U CUH-
JpOMa pa3lpakeHHOTO KUIIIEUHUKA, TaK Kak o0JiamaeT
JIOCTaTOYHOM YyBCTBUTEIBHOCTBIO U CIIELM(PUIHOCTHIO;

* (beKaJbHBI KaJIBIIPOTEKTUH HE MOXET OBbITh
WUCTIONIb30BaH I auddepeHImaibHOil  IMarHOCTUKU
SI3BEHHOTO KoUTa U 60s1e3Hu KpoHa, a Takxke JUIsl BBISIB-
JIEHUSI pacIpOCTPaHEHHOCTH BOCTIAJIMTEILHOTO MPOLIecca;

* (eKalbHBIN KaJbIIPOTEKTUH MOXHO paccMaTpu-
BaTh B KauecTBe OMoMapKepa JJIsl OLIeHKN dHJI0CKOMYe-
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CKOI aKTUBHOCTU W 3aKWBJICHUS CIM3UCTON OOOJOUKHU
y TMalMeHTOB C BOCHAJUTEIbHBIMU 3a00JeBaHUSIMU
kuiieyHuka. [Tpu moporoBom 3HaueHnu 200 MKT/T Kajib-
MPOTEKTUHA BO3MOXHO MPOTHO3UPOBATh SHAOCKOITYE-
CKYI0 aKTUBHOCTB 0oJie3Hu KpoHa;

* (hbeKaJTbHBIN KAJTBIIPOTEKTUH MOXET OBITh TTPEINK-
TOPOM TUCTOJIOTUYECKOTO 3aXKUBJIEHUS CIM3UCTON 000-
JIOYKH TIPU SI3BEHHOM KOJINTE (Y4YBCTBUTEILHOCTH 75%,
cnietuaHocts 90%);

* (hbeKaNbHBI KaJBIPOTEKTUH He 00JIagaeT A0CTa-
TOYHON  CHEUU(UIHOCTBIO W YYBCTBUTEIHHOCTHIO
IUIST TIPOTHO3MPOBAHUSI PELUAMBA SI3BEHHOTO KOJIUTA
u 6oe3Hn KpoHa 1 He MOXeT paccMaTPUBAThCS KaK ajlb-
TepHATUBA KOJJOHOCKOITHH;

* HEKOTOpbIE MaTOJIOTMYECKUE TMPOIECChl, a TakxkKe
TIpUeM OTIpeIe/IeHHBIX MPernapaToB MOTYT 3HAYUTEBHO
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