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CUHAPOM ONCOKJIOHYC-MUOKJ/IOHYC
y AeTel: COBpeMeHHble faHHble
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CUHAPOM OMCOK/IOHYC-MUOKIIOHYC (aHUeganonatus KuHcbypHa) — peaKoe HEBPOIOrMYECKOEe PaccTpOMCTBO, 4J19 KOTOPOro
XapaKTepHO covyeTaHne aHOMaJllbHbIX ABUXEHUI 111a3 (OMCOKJ/IOHYC), MUOKJIOHYCa M MO3XXeYKOBOM atakcumn. CUHAPOM 0rco-
KJIOHYC-MMWOKJ/IOHYC pa3BMBaETCSs NMPEUMYLLIECTBEHHO y AETEN B pe3yibTaTte naTto0rmm UMMYyHHON CUCTEMbI, COMPOBOXAAl0-
Len MHOEKLIMOHHbIE NI OHKOJIOrMYeCcKme 3aboneBaHus. [pu accoumnaumnm cCMHAPOMa ¢ HeNpob1acToOMON CBOEBPEMEHHAs
AMarHOCTUKa M KOMITJIEKCHOE JIEHEHME OMPEAENSIOT NPOrHO3 A5 KM3HU NayneHTa 1 BOCCTaHOBIEHUS QyHKLMI HEPBHOM
cuctembl. MHOroobpasue GaKTopoB, 3amnycKalLmx MMMYyHONaTo10MMYECKUI MPOoLeCc, onpeaensier He06Xo4MMOCTb poBe-
AeHns aupoepeHumnanbHon AMarHoOCTUKK ¢ 60/1bLIMM CMEKTPOM 3ab60/1€BaHUI U MOBbILLIEHUS OCBEAOM/IEHHOCTU Bpa4YebHOro
cooblecTBa 06 3TOM peaKoM cuHapome. [1o Mepe HaKOMIEHNS KITMHUYECKUX HabIl0AeHUH, aHan3a OTAaleHHbIX 0CAe]-
CTBUI M M3YYEHUS MaToreHe3a COBEPLUEHCTBYIOTCS TepaneBTUYECKME M0AX0Abl. B3aumogencresme n npeemMCcTBEHHOCTb
MexXay crneumaancTamm HEeBPOJIOrMYECKOro, MNeanaTpUyeCcKoro, OHKOJIOMMYECKOro Mpoguien, a TakXe OHKOJIormyecKas
HacTOPOXXEHHOCTb Ha BCEX aTanax BeEeHUs NnalLiMeHTa sIB/SITCS HEOOXOAMMbIM YC/I0BUEM AJ151 AMArHOCTUKM M BbliGopa TaK-
TUKM NIEYEHUS.

KnroyeBblie cnoBa: cMHAPOM OMNCOK/IOHYC-MUOKJIOHYC, 3HLUedanonatms KnHcbypHa, AeTH, MO3)KEYKOBas atakeus

Ansa yntnpoBanuns: Pegoceesa N.P., [oH4yapeHKo A.B., NonoHHKKoBa T.B., loH4apeHKo B.A. CUHAPOM ONCOKIOHYC-MUOKII0-
HyC y AeTeln: coBpeMeHHble JaHHble. Bonpockl coBpemeHHo neanatpmmn. 2025;24(1):6-12.
doi: https://doi.org/10.15690/vsp.v24i1.2848

BBEAEHME LUMAX KaK «CUHOPOM TaHUYyWOWMX rnas», «4eTcKasd Mnou-
CUHAPOM ONCOKJIOHYC-MUOKNIOHYC (COM), M3BECTHbIH MUWOKJIOHUS», «0DTaIbMO-MO3KEYKOBO-MUOKIIOHUYECKNI
KaK aHuedanonatna KuHcbypHa, — pearoe HEBPONOru- CUHLAPOM», «aTaKCUS-OMCOKIOHYC-MUOKIOHYC-CUHAPOM».

YeCKoe pacCTPOMCTBO, AJI1 KOTOPOro XapaKTepHO coye-
TaHWe aHOMalbHbIX ABWXXEHWW a3 (ONCOK/IOHYC), MUO-
K/IOHyca M MO3Xe4yKoBow aTtakcuu [1]. TeyeHne COM
COMPOBOXKAAETCH TaKXe NOBEeAEeHYECKUMMU, MCUXOIMO-
LUMOHaNbHbIMWU W OUCCOMHUYECKUMU HapyleHusamu [2].
C MOMeHTa nepBoro onucaHusa B 1962 r. M. Kinsbourne
n P. Sandifer MMOKNOHWYECKON aHLEedanonatMn MnamgeH-
ueB [3] cMHOPOM ynoMWHaNCa B pasfiMyHbIXx MNy6suKa-

MpeactaBneHne 0 AaHHOW natonorumM dopmupyeTcs npe-
UMYLLECTBEHHO U3 pe3ynbTaToB HabnogeHUs HeGOoNbLINX
BbIGOPOK NAaLMEHTOB M €AUHUYHBIX KIIMHUYECKUX ClyYaeB.
Tem He MeHee, cucTeMaTM3aUMsA TakMX CBeAeHU No3Bo-
nuna paspaboTtatb HEO6X0AMMble AUAarHOCTUYECKUeE anro-
pUTMbl U cTpaTternn nedenus [4]. MNaToreHes cuHapoma
M3y4eH HefoCTaTO4HO, OAHAKO YXKe He Bbi3blBae€T COMHe-
HUI ero mHorodaKkTopHasa npupoaa [5, 6]. Bce ato onpeae-

Irina F. Fedoseeva, Alexey V. Goncharenko, Tatyana V. Poponnikova, Vladimir A. Goncharenko

Kemerovo State Medical University, Kemerovo, Russian Federation

Opsoclonus-Myoclonus Syndrome in Children: Modern Data

Opsoclonus-myoclonus syndrome (Kinsbourne encephalopathy) is a rare neurological disorder characterized by combination of
abnormal eye movements (opsoclonus), myoclonus, and cerebellar ataxia. Opsoclonus-myoclonus syndrome develops primarily
in children due to immune system pathology associated with infectious or oncological diseases. If this syndrome is comorbid to
neuroblastoma, timely diagnosis and complex management determine prognosis for patient’s life and nervous system functions
recovery. The variety of factors triggering immunopathological process determines the need for differential diagnosis with wide range
of diseases and raising medical community awareness about this rare syndrome. Therapeutic approaches have been being improved
due to clinical data accumulation, long-term consequences analysis, and study of pathogenesis. Interaction and succession between
neurologists, pediatricians, oncologists, as well as oncological alertness on all stages of patient management are crucial for diagnosis
and choosing treatment tactics.

Keywords: opsoclonus-myoclonus syndrome, Kinsbourne encephalopathy, children, cerebellar ataxia
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NAeT MHTEPEC K AaHHOM NaToNormMm ¢ MEXANCUMUNIMHAPHBIX
no3uLMn, a TakKe HeEOBXOAMMOCTb aHanM3a 1 0606LeHNS
aKTyanbHbIX AAHHbIX TUTEpPaTypbl, KOTOpblE NpeacTaBeHbl
B HacToseM 0630pe.

ANMUAEMUONIOIUA

N3yyeHne anuaemmonornn COM 3aTpyaHEHO B CBA3MU
C peaKocTbio cuHapoMa. 1o HeKoTopbIM AaHHbiM, B CLUA
pacnpocTpaHeHHOCTb 3aboneBaHus coctaBnsaet 0,1 cnyyas
Ha 1 MSH 4YenoBek [7], B Bennko6bputanHnun — 0,18 cny-
Yad Ha 1 M/H Bcero Hacenexwus B rog [8], B AnoHnn —
0,27-0,40 cnyyasa Ha 1 maH peten [9]. [aHHbIX 0 3abone-
Baemoct COM B Poccuun HeT. 3aboneBaHuUIO NOABEPKEHDI
NpPenMyLLLEeCTBEHHO 1eTW B Bo3pacTte oT 3 mec 10 8 ner
He3aBMCUMO OT nona [7-9]. Mk 3a6oneBaemMocTi NPUxo-
anTcs Ha Bo3pacT oT 12 go 18 mec [4, 9, 10].

HecmMoOTpsi Ha XapaKTEPHYI0 KIMHUYECKYIO KapTUHY,
pacno3HaBaHMe COM conpsiXeHO € AMarHOCTMYECKUMM
owmnbKamMu, KOTOpble MPW MOCTaHOBKE NEPBMYHOro Auar-
Ho3a nmetoT mecTto B 50-70% cnyyaeB [4, 5]. 3ageprkka
[IMarHoCTUKKU B cpeaHeM Ha 18 Hep [7] o6ycnoBneHa Hefdo-
CTATOYHOCTbIO KIMHUYECKOro OMbiTa Bpayew B CBA3M C pea-
KocTbto COM B 06uWen nonynsiuum v LWMPOKUM CNEKTPOM
anddepeHymanbHom auarHoctuku [11]. TlepcneKTusbl
JanbHenwero ndydyeHusa anvaemmonornn COM, paspaboTku
CTaHAaPTM30BaHHbIX NOAXOA0B K €ro AMarHoCTUKe CBA3aHbl
C CO34aHWeM MeXAYyHapOoLHbIX PErncTPoOB KIMHUYECKMUX
HabNIOAEHNUN U KOOMEPUPOBAHHBLIX paboyunx rpynr, 0 4yem
CBUWAETENbLCTBYIOT pe3ynbTaTbl paHee 0ny6AMKOBaHHbIX
uccnepoBsanum [4, 12].

3TUOJIOIUSl U NATOrNEHE3

B HacToswee Bpemsa COM paccmaTpuMBaeTcs Kak nonu-
3TMONIOMMYECKMI CUHAPOM, Pa3BUTME KOTOPOro BbI3BAHO
MMMYHOMATOIOTMYECKMMU MPOLECCaMU, UHAYLMPOBAHHbI-
MW MHOEKLMOHHBIMW areHTaMu, OnyxoneBbiIMM MpoLec-
camu, TOKcMHamu [7, 10]. B 3aBMCUMOCTM OT 3TMONOTUMU
pasnuyaloT napaHeonnacTMYeckuin, napanHPEeKUMOHHbIN
n nanonatmnyeckmu COM, oaHaKo Takoe pasaeneHue Bechb-
Ma YCNOBHO M OTpa*KaeT HEBbLICOKYIO CTEMEHb U3YYEHHOCTH
naTtoreHesa CMHAPOMA M OrpaHUYEHHbIE AMArHOCTMYECKUE
BO3MOXHOCTH [13].

Pazsutne COM y geTen, Kak npaBuio, acCoLMMPOBaAHO
C HEMpo61aCTOMOW UM APYrov OHKONOTMYECKOW NaTonornen
[11, 12, 14]. HenpobnacTtoMbl, cBa3aHHble ¢ COM, 06bl4HO
HeboblUMe, HaxoAATCA Ha PaHHMUX CTaausax GOpMUPOBaHHKS,
JIOKann30oBaHbl B 3a6PIOLLMHHOM NPOCTPaHCTBE M CpeaocTe-
HUKU, METABONNYECKN HU3KOAKTUBHbI, 6€3 HEGNaronpUaTHbIX
LUMTOrEeHETUYECKUX MapKepoB WM MeTacTasoB [14-16].
Mpu napavHdekunoHHom COM nosiBieHWE HEBPONOruye-
CKMX CUMMTOMOB CBA3aHO C NepeHeceHHon nHdeKumen [17].
Tpurrepamu MMMyHONATONOrMYECKMX MPOLECCOB, BeayLinX
K passutio COM, aBnsioTcs BUPYCbl reprneca YenoBeka
6-ro TMna, AnwtenHa — bapp, renatuta C [18], 3anagHoro
Huna, KoKcaKku, aHTEpOBMpYCbl, LMUTOMEraaoBupyc, poTa-
BUPYCbl, aA€HOBUPYCbl, PUHOBMPYCbI, KOpOHaBuMpychbl [19],
a TakXKe HeKoTopble 6akTepuu [17]. COM moKeT ObITb MHAY-
LMpOBaH TaKXKe TOKCMHaAMM Pas3/IMYHOro MPOMUCXOXKAEHMS,
NIeKapCTBEHHbIMU CPEeACTBaMM, BAUSIOLMMU HA HEMPOTPAHC-
MUCCHIO, U pa3BMBaTLCA MPU Nepeso3npPoOBKE aMUTPUNTUN-
Ha, npenapaTtoB nuTug, ranonepugona [20]. B peakux cny-
Yyaax aBTOpbl OTMEYAIOT HanM4yMe BPEMEHHOW CBSA3U MeXAay

pa3sutMem COM u TapreTHon Tepanuen oHKonaTtonoruu [6],
UMMyHu3aLmen [9], aHTUPEeTPOBUPYCHOW Tepanuen BUY
[18, 21], caxapHbiM AnabeToM 1-ro Tuna [22], CMHAPOMOM
Ankapaun — lytbepa [23]. MNpu nanonatmyeckom COM He yaa-
eTCsl BbIIBUTb OCHOBHOM (aKTop pa3BUTMSA 3abosieBaHus.
YacTtoTa nogo6HbIx ciydaeB B cTpyKkType COM cocTaBnser,
Nno HEKOTopbIM AaHHbIM, 10—30% [9].

MNaToreHe3 COM o6ycnoBneH ayTOMMMYHHbIM MOBPEX-
[IeHneM MO3XKeuYKa 1 ero cBsAsen [24, 25], KoTopoe, npea-
MOJIOXKUTENBbHO, ABASETCHA HacieayemMbiM nNpu3Hakom [26].
AyTouMMyHHYt0 npupogy COM cBA3biBalOT C ayToaHTute-
namu K pekapbokcunase riaytTaMMHOBOM KWUCNoTbl [27].
C nomouwbio HENPOPU3UONOTMYECKMX METOAO0B MCCeao-
BaHUA (3aNeKkTpoaHuedanorpadusa, 3puTenbHble U coMaTo-
CEHCOpHble Bbl3BaHHble MOTEeHLUManbl) y 60nbHbIX ¢ COM
6blIM OGHapYXKeHbl NPU3HaAKW LepebpanbHON AUCPYHK-
UMM — 6onee BbICOKAs aKTUBHOCTb MEXAYy MO3XEYKOM
N 3pUTENIbHO-TEMEHHOM KOPOW U €€ CHUMKEHUE MeXay MO3-
YEYKOM M NepBUYHOM MOTOPHOM KOPOK, YTO YKa3blBaeT Ha
naToreHeTM4eCKoe 3Ha4YeHne Kopbl rOI0BHOMO Mo3ra [24].
Kpome TOro, no faHHbIM MarHUTHO-PE30HAHCHOM TOMOrpa-
dun y geten ¢ COM obHapyKeHO aHOManbHOe co3peBaHue
MO3ra B CynpaTeHTOpualbHOM 30He, CTBOJIE MO3ra U MO3-
euke [25]. B To ke BpeMs natomopdonormyeckas KapTm-
Ha npu COM HecneundUnyHa v npeactaBneHa aguddy3HbIMH
NPU3HaKaMn OeMUENNHU3ALUUN U aTPOPUK CTPYKTYP MO3-
eyka [28, 29].

Mpegnonaraercs, 4TO B OCHOBE MaToreHesa napaHeo-
nnactmyeckoro COM nexat obuwue MexaHW3mbl MpoTH-
BOOMYX0NEBOr0 MMMYHHOIo OTBET@ W AYyTOMMMYHHbIX
HapyweHun [30]. B yacTHOCTM, OTMEYEHO, 4YTO Yy [OeTew
¢ Hewnpobnactomon n COM ayTOMMMYyHHble peaKkuuu npo-
ABNAIOTCA aKTUBaLMEN MUKPOIIMK CbIBOPOTOYHBIM IG, 4TO
BbI3blBaeT HEMPOHaNbHbIM LMTONN3 [31-33].

CornacHo MHOroneTHum HabnwgeHuam V. Cantarin-
Extremera v coaBT. [29], y nauUWeHTOB C HenpobnacToMom
n COM oTmevaeTcs TeHaeHUMs K 6onee 6naronpuaTHO-
MYy TEYEHMIO OHKONOrMYECKOW NaToNorMm, Yem B Chyvyasax
HenpobnactoMbl 6e3 COM [12, 34], 4TO MOXEeT ObiTb
CBfI3aHO C nogaBfeHnem nponudepaLnn OnyxoseBbixX
KNeToK 3a cyeT (GaKTopoB, OMNoOCpeayllux pasBuTHEe
COM [32]. OT™Me4eHOo, Hanpumep, 4TO MOJMKNOHAbHbIE
ayTopeaKTUBHble B-nnMoounTbl AENCTBYIOT KaK aHTUIEeH-
NPE3eHTUPYIOLLINE KNETKU U CTUMYNNPYIOT B- 1 T-KNeTo4yHyto
MHOUABTPALMIO B OMyXxonax, accouumpoBaHHbiXx ¢ COM,
TEM CaMblM NOAAEPXKMBAS KaK YCTOMYMBBLIA MONUKIO-
HanbHbIN T-KNETOYHbIM MPOTMBOOMNYXONEBbLIM MMMYHUTET,
TaKk U NapaHeonnactuyeckun npouecc [35]. Bo3mMOXHO,
MMEHHO B peaynbraTe 3TOro Hempob6aacToMbl, acCoLu-
npoBaHHble ¢ COM, xapaKTepu3yloTc HU3KUM PUCKOM
He6NaronpuUATHOro PasBUTUSA U BbICOKUM YPOBHEM BbIXMK-
BaeMocTu [16, 36].

KJIMHUYECKME NMPOABJIEHUA

Hanb6onee cneundunyHbiM cumntomom COM saBnseT-
Ccsl ONCOKNOHYC [9, 37], KOTOPbLIM MPOSIBASETCA aHOMallb-
HbIMU (6bICTPbIMKW, CMOHTAHHLIMWU, HEPUTMUYHBLIMU, Xao-
TUYHBIMU) OBWKEHUSMU [Na3HbiX S6/0K BOKPYr JIMHWUM
3pUTENbHOM PUKCaLMK, MHOTrOHanpaBAeHHbIMW TOPU30H-
TanbHbIMW, BEPTUKANbHbIMU W TOPCUOHHBLIMKU KoNebaHu-
AMM 6e3 MEXKCaKKaaM4YeCKOro MHTepBana C pasiMyHOM
CKOPOCTbIO M aMMAUTYAOM, YTO YKa3biBaeT Ha AUCOYHKLMIO
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MO3)€YKa M ero CTBOJIOBbIX CBSI3EN, y4aCTBYIOLWNX B reHe-
paumn cakkag [38, 39]. TepMUH «OMCOKNOHYC» (OT rpeu.
ops — «ra3s», klonos — «6ecnopsoyHble ABUKEHUSA») Npea-
noxeH B 1913 r. K. Orzechowski ana onuvcaHusa xapakrep-
HbIX rna3ofBuraTefbHbIX HapylweHun. ONCOKNOHYC MOXeT
coyetaTbCAd C MOJIHUEHOCHLIMU NATONOMMYECKUMU LBUXKE-
HuUsMmK BeK [39, 40].

MuoKnoHyCc B Buae 6bICTPbIX HEMPOM3BOJIbHbIX COKpa-
WEeHWN MblLWL, TYOBULLA U KOHEYHOCTEN MOXET pacnpo-
CTPaHATLCA Ha MUMUYECKYIO MYCKyNatypy, B OCOOGEHHOCTH
Ha BEKM, rybbl. B KOHEYHOCTAX MUOKIIOHMM B0Nee BblparKeH-
Hbl B MPOKCUMManbHbIX OTAENax U YCUNMBAIOTCA NPU NOMbIT-
Ke W3MEeHWUTb MOoJIoXKeHue Tena. HekoopauMHWpOBaHHbIE
U3NULWIHWE ABWXEHWS NpU MOMNbiITKE X0Abb6bl dopmupy-
0T XapaKTEPHYI0 KapTUHY CUHAPOMA «TaHLYLWMX HOI».
BO3MOXHbI Cco4YeTaHUA C WMHTEHUMOHHbIM TPEMOPOM,
LWATKOCTbO MOXOAKM, HapylweHWemM COpa3MEPHOCTU ABMU-
KEHWW, CHUMKEHUEM MbILEYHOr0 TOHYCa, Y4TO MPUBOAMUT
K HapyweHUaM Npon3BOJSIbHON ABUraTelbHOM aKTUBHOCTH,
BK/lOYasA MrpoBylo AeaTenbHoOCTb [2, 21]. BbipaxeHHoe
HapylweHWe CTaTo-TOKOMOTOPHbIX GYHKLUMIA MOXKET npo-
ABNATbCSH HEBO3MOMHOCTbIO MOAAEPKAHUS BepTUKaNbHO-
ro MOJIOXKEHUs Tefla U caMoCToATeNlbHOM XxoAbbbl [27].
MWOKNOHMM COXPaHSAIOTCA BO BPEMS CHa M MOryT ObiTb
NPUYNHON NPOBYKAEHUNA [21]. B HEKOTOPbLIX HAbNAEHNAX
oTMeYeHa CTagMMNHOCTb Pa3BUTUA CUMNTOMOB C Pa3IMYHON
(OT HECKONBbKUX AHEN [0 HECKONbKUX Hefenb) NPOLONKM-
TENIbHOCTbIO OTAeNbHbIXx 3TanoB [10, 37]. KnuHu4yeckas
KapTMHa MOXET OrpaHu4mMBaTbCqd CMMMOTOMaMW MUOKIO-
Hyca WU/WUAM aTakCuu ¢ nocnegylowunm pasBUTUEM OMNCO-
KNoHyca wmnu 6e3 Hero, 4Yto TpebyeT auddepeHumanb-
HOM AMArHOCTUKKM C Lepebennntom u Apyron naTonorvew
B 06/11acTh 3aaHeN YepenHom AMKK (06 beMHble NPOLECCHI,
aHoOMaliMn pas3BUTUA, HapylweHUs COCYyAUCTOro, TOKCHU4e-
CKOrO, TMMOKCHUYEeCKoro reHesa) [7, 28]. B HeKoTOpbIX Cy-
Yyasax nepsbiM nposisieHneM COM aBASETCA OMCOKIOHYC,
KOTOPbI MOXeET HanoMWHaTb aHOMallbHble BUXEHUS rnas
npu NepBMYHON 0dTanbMOSIOrMYECKOM NaToIorMK ¢ note-
pen 3peHnsl, 0COOGEHHO Y AeTeN C KIMHUYECKUM OeBIOTOM
B Bo3pacTe Ao 3 Mec [10]. OncoKNOHyC MOXKeET 6biTb npe-
xoasawmum [37], 4To TpebyeT UCKIIOYEHHUSA ero anunenTuye-
CKOM npupogdbl. 1o mepe pa3BUTUS KIMHUYECKOM KapTUHbI
MOTYT NOSABASATLCHA HaAPYLIEHUS peyYu U CAoHOTeveHue [7].
Bo3MOXHbl HeTunuyHbie nposiBneHns COM, Takue Kak
ancharua [8], ycuneHue peakuum ucnyra u pednekca
MopraHusa [21].

[lcnxoamoLumoHanbHble M NOBEAEHYECKNE HapPYLIEHWS,
06ycnoB/ieHHble AUCOYHKLMEN KOPKOBO-MO3KEYKOBbIX
CcBA3eKn, ABNAIOTCA MOCTOSHHbIMW MpPU3HaKamu 3abosie-
BaHWS U NPOSABASAIOTCA HapPyWeEeHUAMW CHa, MOBbILEHHOWM
BO306YANMMOCTbIO, arpeccuBHocCTbiO [13]. HecneundunyiHocTb
3TUX CMMMNTOMOB MOXKET CTaTb MPUYMHOM MX OLIMOOYHOM
MHTEpNpeTauMm KaK 3MOLMOHaNbHO-TPEBOMXHbIX pac-
CTPOWCTB WKW peaKkuuun Ha rocnutanudauuio [11]. B 1o xe
BpeMS NoBefeHYeCKMe HapyLweH1sa B KOMMJIEKCEe C ApYyrumMu
HEBPONOrM4YECKMMM CUMOTOMaMu MNO3BOSIOT AnddepeH-
umposaTb COM c OCTpbIMM aTaKCUAMU Pas3NU4HOro reHe-
3a [27]. AN OUEHKU TAXKECTU KIMHUYECKUX MPOSIBIEHUN
1 MoHuTopuHra COM mcnonb3ylTcs cneyuanbHble WKabl,
Hanpumep WKana Mutyena — [lavika, KoTopas BKIOYaeT
B ce065 OLUEeHKy OTAeNIbHbIX CUMNTOMOB MO MOPSALKOBOW LUKa-
Jle: HapyleHUs No3bl, MOXOAKM, QYHKLMK PYK, ONCOKIOHYC,

paccTponcTBa noBedeHus n pedun. Npu aTtom 6onee BbiCo-
Kne 6annbl COOTBETCTBYIOT 60nee TAKeNbIM KIMHUYECKUM
nposisneHunsam [10].

BapwuaHTbl Te4eHnss COM pasnuyHbl. Bo3MOXHbI 0cTpoe
pas3BUTME CMMMNTOMOB M ObICTPbIK, B TOM YMUCNE CMOHTaH-
HbI, ux perpecc [10, 13]. CUMNTOMbI MOryT BO3HUKaTb
nepumoanyecKn Unu HabntoaaTbCs MOCTOSAHHO. XapaKTePHbIM
ABNSETCA AAUTENbHOE (Mecsubl, roabl) U BONHOOGpa3Hoe
TeYyeHue ¢ YepeJoBaHWEM KIIMHUYECKOM pEMUCCHUM U 06OCT-
peHnin. M.R. Pranzatelli u coaBT. nokazdanu [37], 4To npe-
xoasilas oTpuuatenbHaa auHammka COM Ha doHe nuxo-
pPafo4yHOro COCTOSIHUS He CYMTaeTcs peuuavBOM, ecnu
CUMMTOMbl PErpeccupyloT No mMepe Bbi3JOPOBAEHUSA OT
MHTEPKYPPEHTHOro 3aboneBaHuns. Bo3obHOBNEHWE CUMI-
TomoB COM B nepuog BbI3LOPOBAEHUS NOCIE UHTEPKYP-
peHTHOro 3aboneBaHus, B Nepuos aktmBauum UMMYHHOM
CUCTEMbI, MOXET pacueHMBaTbCc Kak peuunaus [13, 37].
AnutenbHocTb TUNMYHOM ana COM HeBpPOSIOrMYECKON CUM-
NTOMaTUKKU, CBA3AHHOW C MHDEKLUMEN MU UMMYHU3ALMEN,
BapbupyeT B npegenax 12 mec [13]. OgHako Hanuyune
MHbEKLMM He UCKIoYaeT pa3BUTUS HOBOOOGPa3oBaHUS,
NO3TOMY HE3aBMCUMO OT HaM4Ma U AUMHAMUKKM MHOEKLM-
OHHOro npouecca Heo6Xo0AMMO PaCCMOTPEHME OHKOJMOMU-
4yeCcKoMn natonoruu B agnddepeHunanbHO-AUarHoCTUHECKOM
acnekrte [10, 17].

AUATHOCTUKA

OnarHo3s COM aBnsieTcs KIMHUYECKUM U MOMKET OblTb
NOCTaBNEH MPW HaIMyYuMM TPex MPU3HAKOB W3 cleayio-
WMX: OMCOKJIOHYC, aTaKCWUs WMAM MUOKNOHYC, U3MEHEeHue
noBedeHuUs WAM HapylleHue cHa W Henpobnactoma [10].
lNocnepoBatenbHOE pa3BUTUE CUHAPOMa onpeaenser Heo6-
XOAMMOCTb AMarHOCTMHECKOro MOWCKa OMyxoan BO BCeX
cnydasax COM, BKao4asa cinydanm aTakcun 6e3 OMNCOKIOoHyca
[24, 27]. Npu aTOM OBHaApYXKEHWE ONYXON ABASETCS OCHO-
BaHWEM AN19 NOATBEPXAEHUSA AMarHo3a COM [15, 28].

NabopaTopHble TeCTbl, BKOYasa MccnegoBaHue IMKBO-
pa, AN UCKOYEHUS APYIrMX HEBPOJIOrMYECKUX M BOCNaK-
TeNlbHbIX COCTOSIHWMM MMEIOT BCrOMOraTesibHoe 3HayeHue
[41, 42]. Ponb B natoreHe3e COM ayToaHTUTEN K pasniny-
HbIM CTPYKTypam HEpPBHOW CUCTEMbI (Hanpumep, aHTu-Hu
K f4paM HEMpPOHOB MO3Xe4yKa W MeauanbHbiX OTAeNOoB
BaponMeBa MocTa, aHTU-YO K uuTonia3dMe U akcoHam Kie-
TOK [ypKMHbE, aHTUTEN K HEMPONENKUHY, a-eHonase, rua-
[VHY) 4O HacTosLWero BpeMeH OA4HO3Ha4YHO He ycTaHoBIe-
Ha, NO3TOMY UX onpejeneHne He UMeeT CaMOCTOATE/IbHOIO
AMarHoCTMYecKoro 3HavyeHus [29, 30].

CoBpeMeHHble MeToAbl BM3yanu3auun, TaKue Kak
MarHMTHO-pe30HaHCHass M KOMMblOTEepHaa TomMorpadus,
cyuTatoTcs Haubonee HaAeXHbIMU MHCTPYMEHTamMu Ans
o6GHapyXeHUsa CKpbITOW Henpobnactombl [10], Toraa Kak
CUMHTUrpadua ¢ MeTanoabeH3unryaHuanHoM W onpege-
JIeHNe KaTexoNlaMMHOB B MOYe MOryT OKa3aTbCHd MeHee
YyBCTBUTENbHbIMWU, OCOGEHHO NPKU OMYXONAX C HU3KOW MeTa-
60/1M4EeCKON aKTUBHOCTbIO [15]. NNO3UTPOHHO-3MUCCHUOHHas
TomMorpadua TakKe MoxeT OblTb NpUMeHeHa Ansa ava-
FHOCTUKK Henpobnactombl [43, 44]. B nwobom cnyyae
crnefyeT y4uTblBaThb, YTO €CJ/IM OMNYX0Jib HE OBGHapyXeHa npu
nepBoOM WCCNefoBaHWK, Llenecoobpa3Ho ero MOBTOPHOE
npoBefeHne. ANropuTMbl AUArHOCTUKKU U CPOKKU MOBTOPHOWM
BM3yanunsaumun ans nomcka onyxonun npu COM He ycTaHOB-
NIeHbl, 0AHAKO, No MHeHuto T. Rossor n coaBsT., BU3yanusa-



UM 4yepe3 6 Mec MNo3BONSET 0OHaAPYXKWUTb GOMbLIMHCTBO
onyxosnen, KoTopble MO BGbiTb NPOMYLLEHbI NPYU NEPBOM
CKpUHUHre [10].

OvddepeHunanbHas OguarHOCTMKa NpoBOAUTCA C 06-
LWUMPHBIM CMEKTPOM NaTO/IOrMIM MO3XEeYKa M CTBOa rooB-
HOr0 MO3ra pas/IM4yHOro reHesa (onyxosnun 3afiHen YepenHowm
AMKMW, cocyaMcTas naTonorug, TpaBMa, MMOKJIOHYC U MapoK-
CU3MalibHble [ABWXEHUS a3 3nuaenTMYecKoro reHesa,
fereHepaTuBHble 3ab0neBaHug, LlepebennuTt, ocTpbln pac-
CesiHHbIM aHUEedanoMMUEeNnT, ayTOUMMYHHble 3a60/1eBaHUS).
MWOKNOHNM BEK U KOHEYHOCTEN MOTYT OLUIMGOYHO MHTEpNpe-
TUPOBATbCA KaK 3anuienTUYeckne napokcusmbl [11, 21].
C uenblo UCKITYEHUS ANUAENTUYECKOM NPUPOAbI ONCOKJIIO-
HyCa M MMWOKJIOHYCa MPOBOAMTCA 3NEeKTpo3aHuedanorpa-
duyeckoe uccnefoBaHue. IAMeHeHU BUOINEKTPUYECKON
aKkTMBHOCTM npu COM HecneuuPuyHbl U HE coaepKaT 3nu-
nentuyecknx natrepHos [21, 28]. Ocob6eHHO 3aTpyfHeHa
AMarHoCcTUKa npu OTCYTCTBMM MONHOMO CUMATOMOKOMIIEK-
ca COM, B 4aCTHOCTM B CiyvyasiX MO3}KEYKOBOW aTaKCuM
6e3 OncoK/oHyca BBWAY MOJIMITUOIOTMYHOCTU [AaHHOro
HEBPONOrMYecKoro paccrponctea [45]. PeTpocneKTnsHoe
ncenegosaHmne cnydaes COM, accouMMpoOBaHHOIO C Hen-
po6nactomon [11], nokasdano, 4to 6onee 70% NepBUYHbIX
[AMarHo30B YyKasblBanu Ha MNopakeHwe roloBHOro Mo3ra,
B 4aCTHOCTU MO3XKEYKa, HO He COAeprKanu yKasaHus Ha
COM [11]. Mepuop oT NosiBNEHMS OTAENbHbIX CUMMMTOMOB
[10 NOCTAaHOBKW AMarHo3a npu oTCyTCTBUM MOHOMO CUMMTO-
MoKomnnekca COM MOXKeT yBeNNYNBaTbCS A0 HECKONbKMUX
mecsiues [7, 10, 11].

He#poBn3yanusauumsa y AeTen ¢ OCTPLIM UK NOAOCTPLIM
HayalloM aTakCuMuM He3aBUCUMO OT HalM4yMs OMCOKJIOHYCa
NO3BONSAET WUCK/IIOYMTb O4YaroBble MOParKeHWs B 3adHewn
yepenHou imMKe. B ocTtpon pase COM gMarHOCTUYECKMN 3Ha-
YUMble MaToNOrMYyecKMe MU3MEHEHUS MpPU HEMPOBU3yasu-
3aumn He Habngatotes [10]. Mopdonornyeckum oTparke-
HMEM oTaaneHHbIx nocneactsmii COM aBNAIOTCA NPU3HAKK
aTtpodmn 3pUTeNbHON U MOTOPHOM 30H KOPbl 6OMbLLXX NOY-
lWapun, 4YepBs MO3XKeyKa, OOHapyuBaemble y MauuneH-
TOB C TSXKENbIM KIMHUYECKUM TE€YEHMEM CUMHAPOMA CNycTs
10-29 net nocne octpon dasbl [21].

Bo Bcex cnyyasx MO3)KEYKOBOM aTaKCUM HeyCTaHOB-
NIEHHOWN 3TUONOrUK, B TOM YMUCe NPU HaTMYUU MHOEKLIMOH-
HOro NpojpomMa B aHaMHe3e, LenecoobpasHo UCXO4UTb U3
NPeAnoNOXeHNs 0 HaNn4YMmM HenpoobaacTOMbl M NMPOBOAUTL
AnutenoHoe HabnoeHune [28, 45].

JNNEMEHUE

COM aBnseTca peakum 3aboneBaHMEM C HE U3YYEHHbI-
MW B MOJIHOM Mepe 3TUONI0OrMen U natoreHe3oMm, NoaTomy
B OTHOLWEHWU CMHAPOMA He pa3paboTaHO eAMHbIX MOoAXO-
[I0B M CTaHOapTM3MPOBAHHbIX CXxeM Tepanuu. B HacToslee
BpeMS MCMNONb3yeTCs MHOMECTBO MeToAoB nedyeHns COM,
Npy 3TOM HW OOMH M3 HUX HE MOKa3an HaAeXHoro nocne-
poBatenbHoro addeKkta (KynupoBaHUA BCEX CUMMNTOMOB)

[10, 46]. OcHoBoM ne4vyeHus nauyneHtoB ¢ COM — Kak
napanH®EKLMOHHOro, TaKk M acCOLMUMPOBAHHOIO C HeW-
po6nacTtomon — €BASETCA MMMYyHOCYNpeccuBHas Tepa-

nue C NPUMEHEHWEM aApPEHOKOPTUKOTPOMHOIO0 ropmoHa
(AKTT), KOPTMKOCTEPOMUAOB U MMMYHOTNOBYNNHA AN BHYT-
pUBEHHOro BBeAeHus [46, 47].

Perpecc KIMHMYECKUX MPOSABAEHUW Ha OHE feveHus
AKTI y peten npn COM oTtmevaetcs B 80-90% cnyyaes

[7, 46], ogHaKo ybeautenbHbix npenmywects AKTI nepeg
KOPTMKOCTEpPOMAaMKN He oTmedeHo [10].

B paHAOMW3MPOBAHHOM KOHTPOJIMPYEMOM UCCNeno-
BaHMM c¢ yyactmem 53 nauumeHtoB ¢ COM ycTaHoOBNEHO,
4YTO OTBET Ha Jie4eHue B BUAE KYNUMPOBAHWUSA CMMMTOMOB
COM npu Kom6uHaLMW BHYTPUBEHHOIO UMMYHOIN06YAMHa
M npeaHn3osoHa oTMedeH y 80% nauneHToB, NoayvyaBLInX
[JaHHOe ne4vyeHne, YTo oTparkaeT ero 66nbly IGPEeKTUB-
HOCTb MO CPaBHEHUIO C MOHOTEpPanuen NpPeaHU30/10HOM, Ha
GOoHe KOTOpOK perpecc KIMHUYECKUX MPOSIBAEHUI Habo-
fancs 1onbko y 41% nauuneHtos [48]. KOMGUHUpOBaHHadA
MMMYyHOTEPannUs Ha OCHOBE KOPTUKOTPOMUHa WU AeKca-
MeTa30Ha TaKe oTnmyaeTtcsa 6onblier 3OOEKTUBHOCTbIO
no cpaBHeHWO ¢ MmoHoTepanuern COM ¢ nucrnonb3oBaHMEM
yKasaHHbIX npenapaTtos [10, 21]. EaMHoro noagxoja K Ao3u-
poOBKaMm, criocobam BBeAEeHUS, LJIMTEbHOCTU U KPaTHOCTH
KypcoB nevyeHns Koptukoctepomngamu, AKTI u umMmmyHorno-
OyMHOM B HacToslee Bpems HeT. [pOoAOMKMTENbHOCTb
Tepanun onpegenserca KIMHUYECKUMWU OCOBEHHOCTAMMU
3ab60neBaHNs B KaXXAOM KOHKPETHOM Ciy4yae v BapbupyeT
OT 6 Mec A0 HecKoNbKux neT [21, 48]. OTMeYyeHa cBSA3b pas-
BUTUSA TAXKENbIX HEBPOJIOrMYECKUX PACCTPOUCTB C MO34HUM
Havyanom Tepanuu (6 Mec OT KIMHMYEeCKoro aebota 1 Nos-
*e) [9, 16, 29].

Mpy HanMynUKU MNOCTOAHHBIX UKW PEeLUaUBUPYIOLLNX CUM-
ntomoB COM Tepanus nauMeHTOB KOPTMKOCTEpouaamu
mnn AKTI MOXKeT 6biTb JOMONMHEHA pUTyKCMMaboMm, oda-
TyMymaboM, TaKpolnMycom, UuKiodochdamuagom, 6-mep-
KanTonypmMHoM KW nna3madepe3om C MOoN0KUTENbHbIMU
pesynstataMu, B TOM 4YUC/ie C BOSMOXKHOCTbIO MOLarosBown
WHTEHCUPUKALIMKN NIeHeHNs, HavymuHas ¢ Nynbc-Tepanuu aeK-
cameTa3doHoMm [49, 50]. OnbIT NpuMMeHeHUs ayTosioruy-
HOM KNETOYHOW TpaHCMNaHTaLmMm nokasan HEOAHO3HaYHble
pesynbTtaTbl: Tepanusa AByx nauneHtoB ¢ COM B ogHOM
cflyjae npvBena K nosHOMY Bbi3[40OPOB/EHUIO, B APYroM —
NUWb K MWHUMaNbHbIM MONOXWUTENbHBIM WU3MEHEHUAM
cumnToMoB 605e3Hu [51]. B peakux crnydasx BO3MOMKEH
CMOHTaHHbIM perpecc cumntomoB COM 6e3 Kakon-nmbo
UMMYHOTEpPanuu ¢ nocnegylownumMm HopMaibHbIM POCTOM
u passutuem [4, 71.

[ns kynupoBaHua cumntomoB COM y HEKOTOPbLIX Naum-
€HTOB C pa3HbIM YCreXoM MNPUMEHANWU MPOTUBOINUNENTH-
yecKkune npenapatbl [21]. B To e BpemMs onucaHbl ciayvyaun
pa3sutna COM Ha poHe NPUMEHEHUS NamMOTpUAKKUHa [52].
CnepyeT TakKe OTMETUTb, HYTO UCMONb30BaHWe 415 NeYeHns
CUMMNTOMOB MMUOK/IOHUU aHTUXOJIMHEPTUYECKUX npenapa-
TOB MOXET Bbl3BaTb ycuneHune cumntomos COM [53].

Ona COM xapaKTepHO AnuTeNbHOe peluauBupylollee
TeyeHue, Mpu 3TOM KIIMHUYEeCKasd PeMUCCUSE MOXKET Npepbil-
BaTbCHA Noj AENCTBMEM, Hanpumep, CONyTCTBYOWEN narto-
norun [54] n CHUXKeHWMS [03bl KOopTUKocTepouaos [48].
Kputepnem AOCTUKEHUA PEMWUCCUU B KIMHUYECKOW MpakK-
TUKe ABNgeTCcd oTcyTcTBME cumnToMoB COM B TeyeHue no
MeHblen mepe 2 mec [10, 37]. JleueHne KOPTUKOCTEPOMU-
AaMu ¥ UMMYHOTTIOBY/IMHOM He UCK/o4YaeT BO3HUKHOBEHMS
peunaMBOB KaK OMCOK/IOHyCa-MUOK/IOHYCa, TakK U Henpo-
6nactombl [10, 37]. PeunanB MOXKeT NpPoOSIBAATbLCA BHe-
3anHbiM NMOBTOPHbLIM NnosBiaeHneM cumntomoB COM nocne
KIIMHU4YecKon pemuccumn [37, 55]. B atux cutyauusx pac-
cMaTpuBaeTCd BO3MOXHOCTb MCMONb30BaHUA KOMOWHM-
pOBaHHOM MMMYHOTEPANUU C MPUMEHEHUEM PUTYKCUMaba
Hapsay ¢ KOPTUKOCTEPOMAAMMU U UMMYHOM06yanHoMm [54].
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OOHaKO OMCKYCCMOHHbBIM OCTaeTcst BONpoc 6anaHca NoTeH-
LManbHbIX NOMb3bl U PUCKOB Takon Tepanuu [10]. B yacT-
HOCTW, MOKa3aHo, 4TO WUCNoNb30BaHWe pPUTYKCMMaba Ha
HayanbHOM 3Tane WK c Lenblo OGbICTPOM 3CKanauum neve-
HMSA 60bHbIX ¢ COM MOXET conpoBOXAaTbCs NOGOYHLIMM
abdeKTaMn, Hanpumep pasBUTUEM TMNoraMmarnobynu-
Hemun [10], 06ycnoBAEHHOW arpeccMBHbIM ModaBAEHUEM
UMMYyHUTETa [46, 54].

NMPOrHO3

CHMXeHWe KayecTBa M3HKU nauymeHToB ¢ COM obycnos-
NIEHO [MaBHbIM 06pPa30M HEBPOIOrMYECKUMU HapyllEeHUS-
Mn [54, 56]. Bo3HMKLWAa B AETCKOM BO3pacTe naToforuns
MO3)K€e4Ka, KOOpANHUPYOLLIME U GanaHcupyowme GyHKLKUn
KOTOpOro elle He chopMHUpoBaHbl, MPUBOAUT K CEHCOPHbLIM
M MNCUXMYECKUM pacCTpoMCTBaM, KoTopble npeobnagatoT
Ha HapyleHUS MU KOOPANHALMKN ABUKEHUN [2, 56].

McecnegoBaHusa oTaaneHHbIX pesynstatoB Tepanun COM
y AeTen MnoKasanu Hanmyme CTOMKOro HEBPOJIOrMYECKOTro
neduunta [56]. PeTpOCNeKTUBHbIA aHaNNM3 MHOMOYUCIEH-
HbiXx cnydaeB COM c¢ nepuogom HabnogeHus oT 1 roga
no 50 net nokasasn, 4to oT 70 go 90% peTten ¢ 3TUM CUH-
OPOMOM MMEIOT OCTaTO4YHble ABWUraTefibHble PacCTPOMCTBaA
B BMWAEe aTakcuu, Tpemopa, 3a[eprKKW MOTOPHOro pas-
BUTUSA, CTOMKYIO MHBANMAHOCTb MO MPUYUHE KOTHUTUBHbIX
HapyLWEHWN, OTKIIOHEHUN GOPMMPOBAHUS 3PUTENIbHO-MNPO-
CTPaHCTBEHHbIX HAaBbIKOB, HapYyLIEHWUA peyn, 06CecCUBHO-
KOMMNY/IbCMBHbIX PacCTPoOnCTB [16, 54].

Y 60nblIMHCTBA NaUMEHTOB Habnwganu 3aTpyaHeHus
B 0Oy4eHUM ¥ noBegeH4Yeckue npobnembl [2, 16, 57].
Kak cnepacteue, getu, nepeHecwne COM, MoOryT HyxaaTbCa
B AIMTENbHON peabunutaumm n KOppeKkLunn obpasoBartesb-
HOro MapupyTa [2]. BO3MOXeH MOHbIM perpecc cMMNToOMOB
COM Ha ¢oHe Tepanuu ¢ MOCTEMNEHHbIM BOCCTAHOBIEHM-
€M TeMMNOB MCUMXOMOTOPHOIO M pe4vyeBoro pas3sutusa [34].
CTOMKME KOTHUTUBHbIE HAPYLLIEHMS acCOLMMPOBAHbI C TSXe-
NbIMU Ha4vanbHbiMK npoaBneHnamu COM, paHHUM BoO3pac-
ToM fgeb6toTta, MO3AHUMM HayvyaloM JIeHYEHUS U XPOHWYECKU
peunanBUpPYOLLIMM TeHeHMeM cuHapoma [42, 57].

Mpu cpaBHEHWN JOITOCPOYHbIX HEBPOIOTMYECKUX UCXO-
noB 6051e3Hu1 y naumneHToB ¢ COM B coyeTaHunu ¢ Henpobna-
CTOMOM M 6€3 Hee CyLWEeCTBEHHbIX Pa3finini He BbIIBAEHO
[56, 57]. BbipaxeHHocTb COM He cBfi3aHa C THMECTblo
OHKOJIOTMYECKOro 3abofieBaHUA U He SABNSETCH Kpute-
puMeM ero AMarHOCTMKKM W NnpeauMkTopom umcxoda [10, 58].
[eHOMHOE npodunMpoBaHMe HeNpPoBIAcTOM, CBA3AHHbIX
¢ COM, BbIIBUNO CErMeHTapHble U YUCNOBblE M3MEHEHUS
XPOMOCOM, OHaKO 3TW NPoduUaM He UMENN NPOrHoCTUYe-
CKOro 3Ha4yeHWsi B OTHOWEHWM WUCXOAA OHKOJIOrMYECKOM
natonoruun [36].

Pe3eKuma onyxonm NnpMBOANT K YMEHbLLIEHMIO BblPaXKeH-
HocTn cumnTomoB COM [54, 58], ogHaKo nauneHTbl MOoryT
OblTb NOABEPXEHbl PUCKY Pa3BUTUSA HOBbIX MapaHeonna-
CTUYECKMX CUMNTOMOB B JO/rOCPOYHOM nepcneKktusee [16].
Peunauns onyxonu, Kak npaBuio, BO3HWKaeT B MepBble
[Ba roja nocsie OKOH4aHWs NevyeHuns, 0gHaKO B OTAE/NbHbIX
cllyyasix peuuauB MOXeT pasBuTbcA B 6osee nosgHue
cpoku [14]. Tak, M.K. Bacchus u coaBT. coo6Wmuan o cny-
Yyae peunansa HenpobaacToOMbl, CBA3AHHOIO C peLanBOM
COM, 4epes gecaTb NeT Nocne nepBoHavyanbHOro Ne4eHns,
BKJ/IIOYaBLLErO pe3eKumto onyxonu [59].

3AKJ/IIOMEHUE

B HacTofllee Bpems HaKOMIEH KIWMHWUYECKWUI OnNbIT,
KOTOPbIA MOMONHAETCA HOBbIMW CBEAEHUSIMM O pasiuny-
HbiXx acnektax COM, npeanpuHMMaloTcsl MOMbITKM COBEP-
LUEHCTBOBaHMA TepaneBTUYECKMX MOAXOLOB, YTO B LEIOM
OTpa)KaeT nporpecc B M3y4eHUW AaHHOW opdaHHOW naTo-
normn. OOHOBPEMEHHO C 3TUM HeAoCTaTo4YHas M3Yy4YeH-
HOCTb MatoreHe3a COM, mHoroo6pasue daKTtopoB, 3any-
CKalLWMX MMMYHOMNATOIONMYECKUI MpoLecc, onpeaenstor
HEeo6Xx0AMMOCTb NpoBeaeHns anddepeHLanbHON guarHo-
CTUKM C OOSIbLUMM CMEeKTpoM 3aboneBaHun. [Ansg [AOCTU-
EeHUs peMuccun u npepoTepalleHus peuuansos COM
pelwaiollee 3HayeHWe MMeeT paHHee Havallo JleyeHus.
Mpn oTcyTcTBMM nabopaTopHbix MapkepoB COM cum-
NTOMbl 60/IE3HN OCTAlOTCS OCHOBHLIM AMArHOCTUYECKUM
OPUEHTUPOM, MO3TOMY Beaylasas poSib OTBOAUTCH MOBbI-
LWEHU0 MHOOPMMPOBAHHOCTW NeaMaTpoB, AETCKUX HEBPO-
JIOFOB U ApYrux Bpayen nepBuYHOro 3seHa 06 aToM pegKom
3a60/1eBaHUM.
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lMaHKpeaTnTbl OTHOCATCS K C/I0XHbIM B AMArHOCTUYECKOM M 71€4€6HOM OTHOLLEHMM 3a60/1€BaHNSIM OPraHoB MyLEeBapeHHs,
M1PY KOTOPbIX MPOUCXOAUT HEOBPaTUMOE Pa3PYLLIEHNE CEKPETOPHON YaCTH OpraHa, YTo B UTOre MOXKET NMPUBECTU K JIeTallbHO-
My Mcxody. ATMO0rus NnaHKpeaTnTa MHOroo6pasHa, 06yc0B/1eHa Pas/IMYHbIMU IK30r€HHbIMU U SHAOTEHHbIMN paKTopamu,
onpeaensoLMMnN XapaKTep U TAKECTb TeYEHUS] NaTo/IOrMYECKOro rnpowuecca. B Ka4ectBe OCHOBHbIX MPUYMH y ETEH Ha nep-
BbIV r/1aH BbIXOAAT OBGCTPYKUMS X0/1e40Xxa Man amnysbl [yOoAeHalbHOro COCOYKa, TpaBMa }KMBOTA, BUPYCHbIE MHOEKLMH,
npuem psiga MeAMKaMeHTOB. B pe3ynbTate MHOroYMC/IEHHbIX MCCAEA0BaHMI SKCNEPTbI 06HaPYKMAU CBS3b 3a60eBaHUs
M reHeTU4YECKMX (aKTopOB, KOTOPbIE SIBASIOTCA MNPUYUHON 75% crydaeB XPOHMYECKOro naHkpeatuta. K onpeseneHHbIM
Ha CErofHsAWHWN [eHb reHam, acCoUMMPOBaHHbLIM C Hac/ie4CTBEHHO-00YC/I0BAEHHbIM MNaHKpeaTuTtoMm, oTHocAT PRSS1
(reH KaTMoHHoro TpuncuHoreHa), SPINK1 (mHrmbntop cepmHoBow npoteassl Kazal, Tun 1), CFTR (TpaHCMeMb6paHHbIN reHe-
patop myKoBucumnaosa), CTRC (Kogupyrouwmi oyHKUnu xumoTtpuncuHa C). [na HacneacTBEHHOIO NaHKpeaTuTa yCcTaHOB/EHbI
AMarHOCTUYECKME KPUTEPUM — KaK A1 Jt060ro Apyroro naHkpeatnta. OCHOBHbIM METOAOM BU3yaan3aLnu U3MEHEHUI
B CTPYKTYpE MOAXKeNyA04YHOM enie3bl 0CTaeTcs yabTpa3ByKoBoe ucciaegoBaHne (Y3U) opraHoB GpIOLLHON 0/10CTHU, SHAO-
cKonunyeckoe Y3W unn marHWTHO-pe30oHaHCHas Tomorpadus. [Jetam ¢ nposiBIEHUSIMU MaHKpeaTuTa PEKOMEHOBaHHbIE
OCHOBHbIE 06C1e40BaHMs L|e1eCc006pa3HO AOMNOIHSATb FEHETUYECKUM TECTUPOBAHUEM.

Knro4eBbie cnoBa: Hacn1eCTBEHHbIN NaHKPeaTHT, GaKTopPbl PUCKa NaHKpeaTuTa, OCHOBHbIE reHbl NaHKpeaTuTa

Ans untupoBanus: Kapneesa 10.C., banykoBa E.B., HoBunkoBa B.[1., XaBkrH A.W. HacneacTBeHHbIN NaHKpeaTUT: 0630p.
Bonpocsi coBpemeHHo# negunatpmmn. 2025;24(1):13-18. doi: https://doi.org/10.15690/vsp.v24i1.2861

MaHKpeaTUTbl OTHOCATCA K CMOXHbIM B AMArHOCTUYe- HOCTM, 4YTO B MTOrEe MOXET NPUBECTU K WMHBaNMAM3aLuu
CKOM ¥ Nle4eBHOM OTHOWEHMK 3aboneBaHUsIM OpraHoB naumneHTa 1 Jaxe K netanbHoMy ucxoay [1].
nuueBapeHns, MpuM KOTOPbIX MPOWUCXOAMT HeobpaTumoe Elwle HeCKONbKO [AecATKOB NeT Ha3aj CyYuTanocb, 4TO
paspylleHne CeKpPeTopHOM 4YacTu opraHa C pasBUTUEM XpoHuyeckuin (XIM) n ocTpbii naHkpeatut (Ol) y netew
BHELWHECEKPETOPHON M BHYTPUCEKPETOPHOWM HeaoCcTaTou- BCTpeYvaloTes AocTaTodHO pefko. OaHako B nocnegHee
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Hereditary Pancreatitis: Overview

Pancreatitis refers to digestive system diseases that are challenging to diagnose and manage. They are also associated with irreversible
changes in the organ’s parenchyma, that can lead to lethal outcome. The etiology of pancreatitis is diverse due to various exogenous and
endogenous factors that determine the nature and severity of the pathological process itself. The major causes in children are the following:
obstruction of ductus choledochus or duodenal papilla, abdominal trauma, viral infections, and some medications. Experts have revealed,
after several studies, the association between pancreatitis and genetic factors causing up ton 75% of cases of chronic pancreatitis.
Nowadays, genes associated with hereditary pancreatitis include PRSS1 (cationic trypsinogen gene), SPINK1 (serine peptidase inhibitor
Kazal, type 1), CFTR (cystic fibrosis transmembrane conduction regulator), CTRC (encoding the functions of chymotrypsin C). The diagnostic
criteria for hereditary pancreatitis have been established as for any other pancreatitis. The leading method for visualization of changes in
pancreas remains ultrasound (US) examination of abdominal organs, endoscopic US, or magnetic resonance imaging. Molecular genetic
testing is advisable for children with manifestations of pancreatitis in addition to recommended basic examinations.

Keywords: hereditary pancreatitis, pancreatitis risk factors, major pancreatitis genes
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BPeMS MPUBOASATCS CBEAEHUS, YKa3blBalolWme Ha yBenuye-
HWe 3abonieBaeMoCTW. PacnpocTpaHeHHOCTb NaHKpeaTuTa
B AETCKOM BO3pacTe BapbMpyeT, MO pasHbiM [aHHbIM, OT
3,6 0o 13,2 cnyyas Ha 100 Tbic. YenoBekK B roa [2].

3TUOJIOUNA

3Tnonorns NaHKpeaTuta MHOroobpasHa, o6ycnoBfeHa
Pa3fnYHbIMU 3K3OMEHHbIMW W 3HAOTEHHbIMKW haKTopamu,
onpeensiownmMmn XxapaKkTep U TAXKECTb TeYeHUs naTonoruye-
CKOro npouecca. Y geten GakTopbl pUcka pasBUTUSA NaHKpe-
aTuTa 6onee pasHoobpasHbl, YeM Y B3POC/bIX [3].

O6GCTPYKTMBHbIE MPOLECCHI B 0O6LLEM KENYHOM MPOTOKE
WAK amnyne AyoAeHanbHOr0 COCOYKa CHMTAKOTCA BeayLMMHU
B cnyvyae pas3Butus Kak OIll, Tak n XIN. B KayectBe nycko-
BOrO MexaHu3ma Mpu 3TOM paccmaTpuBaeTcs rUnepTeH-
3Us, KoTopas BefdeT K pa3pbiBam 60/5ee MeNKux NpoToKoB
nogxkenygoydHon xenesbl (MK). OCHOBHbIMU MpUYMHAMKU
ans 06CTPYKUMM Yalle BCEro SIBASIOTCA KeNyHOKaMeHHas
6051€e3Hb, aHOMannun passuTns M 1 o6LLErO KENYHOro Npo-
TOKa (pancreas divisum, CTPUKTYPbl N KUCTbI Xoneaoxa) [4].

TakxKe y oeTen HepeaKo B kadecTtse Tpurrepa Ol paccmat-
puBaeTcsa TpaBMa XMBOTa, Beaylas K caasneHuto MNMXK Bnnotb
[0 ee paspbiBa. Ha gaHHble nospexaeHus MK npuxoastces, no
CTaTUCTUKE, OT 1 A0 8% BCex TpaBM OpraHoB GPIOLIHOM NONo-
¢t [3]. OgHaKko YacTo Hadvano passutus Ol He accoummpyloT
C NnepeHeceHHoOW paHee TPaBMOM, TaK Kak B 3TOM crydyae He
Pa3BMBAETCS MACCUBHbIX KPOBOTEYEHMI W MPOrpeccupyto-
WMX BOCMANUTENbHO-AECTPYKTUBHbIX MPOLECCOB B efese,
a xapaKTepHas 419 NaHKpeaTuTa KIMHUYeCcKas KapTuHa oTCTa-
€T N0 BPEMEHM OT NMPOMUCLIECTBMUS C TPABMOW KMBOTA.

B 10% cnyy4aeB npuyinvHamu Ol 9BASOTCA BWUPYCHbIE
MHOEKLUMK: aNMAEMUYECKUIN NapoTHT, aHTepoBMpPYC KOKcaKu,
BMpYC AnwTtenHa — bapp, renatut A, uMTOMEranoBupyc, Kpac-
Hyxa, BETpsHasa ocna, Kopb, rpunn [5, 6]. Ol B aToM cny4yae
npoTeKatlT 61aronpusaTtHO, U GOJbLUMHCTBO AETeW BbI3A0-
paBnMBaloT B 6/IMKanLLMe CPOKU. JTnllb Y HEBONbLLOIrO KOMK-
4yecTBa NaLMEHTOB MaHKpeaTUT MOXKET NPUHMMAaTb peLman-
BUpYylOLLee TeyeHUe. TaKKe paccMaTpuMBalOTCs B KayecTBe
3TMONIOTMYECKUX GAKTOPOB MapasuTbl (TOKCoMNna3ma, acka-
puaa) u 6aktepum (MMKonna3ma, nermoHenna) [7].

MpnumHon OTI1, BbigBAseMon B 1-4% cnyvyaeB, Takxke
MOryT OblTb SIeKapCTBEHHbIE npenapaTbl. [JoKa3aHO TOKCU-
yeckoe gencteue Ha MK NnpoTMBOCYAOPOKHbIX NpenapaToB
BaNbNpPOEBON KUCNOTbI, adaTUonprHa U 6-mepKanTonypuHa,
BbICOKMX 403 MIOKOKOPTUKOMAOB. B nuTepaTypHbIX MCTOY-
HWKaX NPOCNEXKMBAETCS CBA3b C MHIMOWUTOPaMu aaeHO3MH-
npespauwatowero GepmeHTa, TMasuaHbIMKU LUYPETUKAMMU,
HecTepoMAHbIMKU MPOTUBOBOCMNANMTENbHBIMM Mpenapatamu,
cynbdaHMnaMmmngamu, aCTporeHaMu, HEKOTOPbIMKU aHTUOMO-
TUKaMU, NPOTUBOBUPYCHbIMU NMpenapaTamu [8].

XM MOXeT OblTb CNeacTBMEM WM3ObITOYHOrO MUTaHMS,
OXUPEHUS U METabONMYECKMX HapYyLWEeHWN, Korga BO3HUKa-
eT dyHKuMoHanbHas neperpy3ka [, KoTopass npuBoauT
K BHYTPUMNPOTOKOBOM TMNEPTEH3UN Ha GOHE HapYLEHHOro
naccaxa cekperta. [pn 6e1KoBbIX OrpaHUYUTENbHbIX AMEeTax
pa3BuBaeTCcsd atpoPua IK30KPUHHOW MapeHXUMbl Kenesbl,
HapylwaeTcss CUHTE3 WMHIMOUTOPOB MaHKpeaTuyeckux dep-
MEHTOB, 4TO BefeT K nporpeccupoBanuio XI [3].

HecmoTpsa Ha To, 4TO MeaMLMHCKoe coobLecTBO A06U-
niocb 60/1bLIOr0 Nporpecca B BbIiBIEHNMN GAKTOPOB pPUCKa

naHKpeaTuTa, OKOMO TPETK Cly4yaeB OCTaloTCs HEOObACHM-
MbIMW, T.€. WAMOMATUYECKUMMU, AayKe MNOocne BbIMOIHEHUS
BCEX TPAAMLIMOHHBIX METOAOB AMArHOCTUKKU [9—11].

HACNEACTBEHHbINA MAHKPEATUT

HacnenctBeHHbIM naHkpeaTtut (HM) go 1990-x rr. octa-
Ba/iCs KpanHe peakum 3aboneBaHvem. Ho nocne mHoro-
YUCNEHHbIX WCCNEefOBaHWUM 3KCMNEePTbl BblIHYXAEHbI OGblnu
nNpu3HaTb CBA3b MEXAY MaHKPeaTUTOM M FeHETUYECKUMM
daKTopamMu, KOTopble ABASOTCS NpuYmMHOn 75% cnydaes X1,
6onee 50% cny4yaeB OCTPOro peumaMBUpYIOLLErO NaHKpeaTn-
Ta (OPIM) n meHee yem 10% Bcex cnydaes Ol [12]. C MOMeHTa
nepsoro onucaHna B 1952 r. 6bINM MAEHTUPULMPOBAHDI
[ECSATKMU FEHETUYECKUX UBMEHEHMI, KOTopble MOANPULMPY-
0T gencteue depmenToB M. HacneactBeHHbIM naHKpe-
aTUT — TreHeTUYeCcKn AEeTepMUHMPOBAHHOE 3aboneBaHue,
XapakTepuayluieecs peunauBupyrowmmm anusogamu Ol
M ero Nnepexonom B XpoHu4yecKyto dopmy [13].

MepBas cemba ¢ HIl 6bina onucaHa M. Comfort
n A. Steinberg B 1952 1. mu 6b110 BbISIBNEHO 4 yCTaHOB-
NIeHHbIX M 2 npegnofaraemblix cilydas C paHHero gerctsa
(c 5 net) peumamsupytoulero X ¢ aytoCOMHO-AOMUHAHTHbIM
TMNOM HacnegoBaHus [14].

PacnpocTtpaHeHHocTb HI1 kone6netca ot 0,3 go 0,57
Ha 100 Tbic. yenoBek B EBpone, CeBepHon AmepuKe
n BoctoyHon A3um [15]. OgHAKO WCTUHHbIE MNOKa3aTenwu
3a60/1€BaEMOCTU MOTYT OblTb 3aHUKEHbI, TaK KaK reHeTnye-
CKOe TeCcTMpOBaHWe TaKWMX MauMeHTOB MPOBOAMTCS TOMbKO
B CNeunann3npoBaHHbIX LeHTpax. B wccnegosaHuu, npo-
BEJEHHOM cpeau AeTer U MOAPOCTKOB Pa3HbIX 3THUYECKMX
rpynmn, NOKa3aHo, 4YTO Y NoNoBMHbI NaumeHToB ¢ OPI (48%)
Ny 6onblunHcTBa (73%) nauneHToB ¢ XI1 umeetcs xoTs 6bl
OoflHa reHHas myTauus, cea3aHHas ¢ HIN. XoTsa B aaHHoOM pabo-
Te He BCe MauWeHTbl MpowWwan HeOBXOAMMOE reHeTuYecKoe
TECTUPOBAHME, a y TeX, KTO 3TO caenas, reHeTMyecKas naHenb
Oblsla HEMOJIHOW, YTO JIMWHWIK pa3 yKa3blBaeT Ha 3aHUMKEH-
Hble Lndpbl UICTUHHOM pacnpocTpaHeHHocTn HIT [16].

Ha cerogHsWHWM JeHb M3BECTHO HECKONIbKO OCHOBHbIX
reHoB HacneacTBeHHOro naHkpeatuta: PRSS1 (cationic
trypsinogen gene — reH KaTMOHHOro TpuncuHoreHa), SPINK1
(serine peptidase inhibitor Kazal Type 1 — reH naHKpeaTu-
YECKOro CEKPETOPHOro MHrMbuTopa Tpuncuua, tTmn 1), CTRC
(chymotrypsin C — xumotpuncuH C), CFTR (cystic fibrosis
transmembrane conductance regulator — MyKOBUCLMO3-
Hbl TPaHCMeMOpaHHbIN perynsatop nposoaumocTn), CPAL
(carboxypeptidase A1 — Kap6okcunentugasa Al) u ELANE
(elastase, neutrophil expressed — anactasa, aKcnpeccu-
pyemas HenTtpodunamm) [17]. U3ydeHne 1 OTKPbITUE HOBbIX
MyTaLWK, KOTOpble MOryT cnoco6ctBoBaTb passutuio HI,
NPOMUCXoANAT A0 cux nop [18].

PasBuTtne HI1 cknagbiBaeTcs M3 B3aUMOAENCTBUSA reHe-
TUYecKMx daKTopoB ¢ daKTopamu OKpyrKallwen cpenbl,
KOTOpoe 3a cyeT aucbanaHca B perynsuum npoteas npuBeo-
OUT K NoBpexaeHuto napeHxmumbl MK BNnoTb 4O ee HEKPO-
3a. [eHeTHYecKne myTtaunun 6biIn CrpynnupoBaHbl U Knac-
CMdULMPOBaAHbI Ha Bbl3blBalolWmMe UM MoguduLmpyloLline
3aboneBaHue [19-22]. [penMylLLecTBEHHO OHM Hache-
OyloTCs MO ayTOCOMHO-AOMWHAHTHOMY npu3Haky (PRSS1
HapylaeT aytonma TpuncuHa, CTRC HapyliaeT nM3nc Tpun-
cuHa). K ayrocoMHo-peueccnBHbIM reHam oTHocaT CFTR



(HapywaeT ceKpeuuto aumoreHa), SPINK1 (CHUXa€eT UHIU-
6upoBaHue TpUncuHa).

OCHOBHOM HeaKTMBHbIM nentuh XK, KoTopbih urpaet
OfHY W3 [NaBHbIX pofeln B MaToreHese naHkpeaTuTa, 3TO
TPUMNCHUHOreH. B AanbHeWweM OH aKTUBMPYETCS B TPWMCKH,
pacwenngowmm 6enkn. 3a CUHTE3 TPUMNCHUHOrEHa OTBeYaeT
reH PRSS1. ViccnegoBaHusa NOKa3blBalOT, YTO 6OMbLIE MO0-
BMHbI NaymeHToB ¢ HI1 umetoT mytauuto B reHe PRSS1, npu-
BOASLLYIO K pa3BuTuio XI ¢ ayTOCOMHO-AOMWHAHTHLIM TUMOM
HacnepgoBaHusa [23]. Mytauun B PRSS1 cBsi3biBaloT n1nbo
C NpeXaeBpeMEHHbIM NEPEXOAOM B TPUMCHUH, NGO e € OTCYT-
CTBMEM €ro gerpagaLnun 1 noBbILLEHHOW aKTUBHOCTbIO B K.
[eH PRSS1 o6bnagaet HENOMHOW NEHETPAHTHOCTbIO — OKOJ0
80%. Moatomy 20% ntogen ¢ AaHHOM reHeTUYEeCKOoM MyTaumen
HE UMEIOT KIMHUYECKUX NposiBAeHWn. [TpeanonoxuTenbHo,
3TO OODBACHHAETCH HanM4yMeM [OMNOSHUTENbHbIX (aKTopoB,
UMEIOLWMX MPOTEKTUBHOE 3HAYeHWe, B APYrMX reHax, Takke
BAMSOWMX Ha paboTy MK. K cerogHsawHemMy AHIO M3BECTHbI
cnegyowme mytaumm reHa PRSS1: Arg122His (c.365G>A),
Argl122Cys (c.364C>T), Asn29lle (c.86A>T), Asn29Thr
(c.86A>C), Arg116Cys (c.346C>T), Alal6Val (c.47C>T)
n Glu79Lys (c.235G>A) [24-26]. B nccnegosaHuu S. Kumar
M COaBT. NOKa3aHo, YTO AEeTU ¢ BapuaHTamMu PRSS1 6onee
CKNOHHbI K padsuTtuio X1, yem OPIT [16].

feH SPINK1 KoaupyeT MHIMOUTOP TpuUncuHa. Ero ocHos-
Has ponb — NpefoTBpalaTh KaTaanaupyemblit TPMNCUHOM
npouecc aktMBauumm 3umoreHoB B [MK. MyTtaumm B reHe
SPINK1 npuBOOST K YBEAMYEHUIO aKTMBHOCTW TPUMCHHA,
3anycKass naToNorM4ecKMn BOCMaNUTENbHbIM MpoLecc
B opraHe. SPINK1l-accouMmpoBaHHbIM MaHKpeaTUT Xapak-
Tepuayetcs ayTOCOMHO-LOMWHAHTHbIM TUNOM HacfneaoBa-
Hua. Mytauun B reHe SPINK1 onucaHbl y 30% nauneHToB
¢ ngnonatnyeckum XI. Hanbonee n3BeCTHbIE MyTaL MK reHa
SPINK1: Asn34Ser, Leul4Arg v ¢.194+2T7>C. Mytauus
Asn34Ser 0COBGEHHO pacrnpocTpaHeHa B HOXKHOA3MATCKUX
nonynsiumsx, rae ee Yactota gocturaet 2% [27, 28].

feH CFTR KoauvpyeT MYKOBUCUMAO3HbIM TpaHCMeMbpaH-
HbI pPerynaTop NpoBOAMMOCTH, C MOMOLLbIO KOTOPOro X1op-
Hble KaHanbl CNM3e06pas3yloWnx Kened TPaHCNopTUPYoT
WOHbl HaTpPUa M X1opa Yepes3 KIETOo4YHyld mMembpaHy. bes
AKTMBHOCTU JaHHOro 6eska NpoucxoasT CrylleHne cekpeta
M 06CTpyKums B npotoKax M, 4To 3anycKaeT ee paspy-
lweHne npu myKkosucuugose [29]. Mpu Hanuumn MyTtaumn
CFTR B rOMO3WIrOTHOM MM KOMNayHA-retepo3urotHon dop-
M€ NaToreHHble N3MEHEHWS JaHHOro reHa NPUBOAAT K pas-
BUTUIO HACNeACTBEHHOIO0 ayTOCOMHO-PELLECCUBHOIO 3abo-
neBaHuMs — MyKoBMucuMao3a. B cnyvae ngnonatnyeckoro Xl
y 25-30% nauneHTOB BbISABASETCH reTEPO3UrOTHOE HOCU-
TenbCTBO MyTauumn reHa CFTR. HekoTopble MUccliefoBaHuUs
OMUCLIBAIOT 3Ty MyTauMio Npu rmnodepmMeHTHOM MaHKpea-
TuTe. Bosgencteme mytaummn CFTR npu peunanBupyowem
n XI cBA3bIBAKOT CO CHUXKEHWEM BHYTPUKIEToYyHoro pH
M BbiMblBAHMEM MaHKpeaTMyeckux GepMeHToB, 06pa3oBa-
HMeM 6onee BA3KOW M 6oraton 6eikamu NPOTOKOBOM NOKO-
CTU, KaMHeobpa3oBaHueM 1 aTpoduen xenesbl [30].

M3meHeHus B reHe CTRC gBAAtOTCS elle OAHUM reHeTu4e-
CKMM paKTopom pasButus XM n obHapyxuBatotes y 3,3% nauu-
€HTOB C mauonaTuyeckum naHkpeatutoMm [31, 32]. [JaHHble
06 aton mytaumu nosieunucb B 2008 1. fTeH CTRC koaupyet
xumoTpuncud C. Ero ponb cBOAWTCSA K Aerpagauuu TpUncuHa

n TpuncuHoreHa B XK. MNocnegcteus Mytauun B reHe CTRC
peanunayloTcs 4epes3 HapylleHue 6/I0KMPOBKU Ype3MepHOM
aKTMBaLMK TPMUNCUHA C MOMOLLbIO XMMOTPHMCHHa C.

B otevectBeHHOM uccnegosaHnun M.M. JInTBMHOBaA 1 COaBT.
MU3Yy4nnm cnektp mytaumin reHa CFTR npu XIT n conocrta-
BWIW [JaHHble C rPynmnon KOHTPONs. JKCnepumeHTaNlbHas
rpynna coctosina n3 105 nauneHtoB B Bo3pacTte go 40 net
(65 Myx4ymH u 40 KeHuwwmH). CpegHu Bo3pacT MaHude-
ctaumn XM — 26,9 roga. KoHTpOsbHYIO rpynny cocTaBuan
72 yenoBeKa 6e3 NpM3HaAKOB NaHKpeaTuTta.

Y o6cnegyembix B 06eunx rpyrnnax npoBeAeHo CEKBEHUPO-
BaHMe BCEX KOAMPYOLLMX y4acTKoB reHa CFTR. B pesynbrate
Obl/1 BbIAB/IEH Cneaylowmn cnexkTp Mytauun: p.Arg1162Leu,
p.Phe508del, p.Glu217Gly n ¢.2619+86delT. OguH u3
BapMaHTOB, a MMeHHO ¢.2619+86delT, He BcTpevasncs
B ONMMUCaHMUM MUPOBbIX TEHOMHbIX 6a3. Ho OH 6bl/1 0GHapYKeH
B FrOMO3MroTHOM popme Nnib y 5 60bHbIX XIT U He BbISB/EH
B rpynne KoHTpons. laHHoe nuccnegoBaHme ¢ NpuMeHeHUeEM
napannefnbHOro CEKBEHUPOBaHUA BCEN KOAMPYIOLLEN nocne-
poBaTtenbHoCcTU reHa CFTR onpeaennno reHeTU4ecKMe pUCcKu
y 18,1% 60nbHbIx XI1[33].

U. Poddar u coaBT. [34] u3y4yanu MyTMpoBaBLUME TEHbI
PRSS1, SPINK1 v CFTR. TlpaKTU4YeCKM Yy MONOBUHbI OeTen
6blnM OBHapyXKeHbl reHeTn4yeckne nameHeHus (33% peten
c Ofl, 45,4% — c OPIN u 54,4% — c XI1), npn 3TOM OCHOB-
HbIM Mapkepom HI 6bin HazBaH SPINK1, BbisBAstoUmMicS
y 87% nauneHToB. B cBS3K C 3TUM aBTOPbI CAenanun BbiBOf,
yto aetu ¢ Ol n OPIl onpeneneHHo UMEIT BbICOKMIM PUCK
pa3sutua XI1 B cny4yae MyTaluun 3TOro reHa.

OpgHako M.J. Giefer n coaBT. [35] ycTaHOBUAK, YTO paH-
Hee Hayano naHkpeatuTa (y AeTen 40 6 NeT) TeCHO CBSA3aHO
¢ Mmytaumen reHoB PRSS1 wnn CTRC v UMeeT ceMeWnHblIn
xapaKTtep. [oxoxue aaHHble 0 paHHen MaHudecTaunn XI1
C MyTauusamun B reHe PRSS1 npuBedeHbl B pabote poccum-
CKMX y4yeHbIx [36].

Taknm ob6pa3oM, B 50% cnyyaeB y geten ¢ OPIN u B 75%
¢ XIN Beaywumn daktopamu pucKa MOBTOPHbLIX MPUCTYNOB
naHKpeaTtuTa S9BNSITCS FreHeTUYEeCKMe NPUYnHbI [16].

KIUHUYECKMUE OCOBEHHOCTH

U AUATHOCTUYECKMUE KPUTEPUH

HacneacTBeHHbIM NaHKpeaTuT — FreHEeTUYECKN AeTEPMU-
HMPOBaHHOE 3abofeBaHWe, XapaKTepuaylolleecs peuuan-
Bupyowmmm anmzogamun Ol 1 nepexoaom B XPOHUYECKYO
dopmy (XIM).

Onsa Ol YyeTKO yCTaHOBMIEHbI AMArHOCTUYECKUE KpUTe-
pun — Kak ang nwoboro Apyroro naHkpeatuta [19, 37]:
OCTpOE Ha4yano, NPOAOIKUTENbHOCTb 6ONE3HN MEHee 6 Mec,
Hanuyme AByX U3 TPEX MPU3HAKOB:

°  TUNM4YHasa 60/b B XXMBOTE C BHE3AMHbLIM Ha4yanoMm;

® MOATBEPKAEHHbIE WMHCTPYMEHTANbHbIMW METOAaMWU MC-
cnefoBaHUa U3MEHEHUs CTPYKTypbl MK (oCcTpbIn MHTEp-
cTMUManbHbin oTeKk MMXK, nepunaHkpeatMyeckoe Bocna-

JIEHUEe, CKOMNEHUE XKUAKOCTU MAM MaHKpeaTU4yecKun/

nepuvnaHKkpeaTM4eCKnin HeKPo3s);
® MOBbIWEHWE YPOBHS aMunasbl UK iMNasbl B CbIBOPOTKE

KPOBM Bbllle Tpex 1 60s1ee HOPM.

Take onpegeneHbl Kputepuun ana OPIl: yKasaHue no
KpanHewn mepe Ha aBa oTaenbHbiX anu3oaa Ol ¢ nonHbIM
McYye3HOBEHWEM 6onen B TeyeHne 1 mec u NosHOWM Hopma-
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0630p NuTepaTypsbl

nn3aunen ypoBHS MNaHKpeaTMyeckux GepMeHTOB B KpOBM
Mexay anusogamu Ol1.

TakMM 06pa3oM, AnarHo3 naHKkpeatuta ycTaHaB/MBaETCA
B 6O/blIEN CTEMEHW Ha OCHOBAHMMU KIIMHWYECKMX [aHHbIX.
OaHaKo Heob6X0AMMO YYWTbIBaTb, YTO HE y BCEX MaLMEHTOB
BO3HWKAaET xapaKrepHas 60/b, MMetoLas «0nosiCbiBaoWUn»
XapaKTep ¢ uppagnaunen B cnuHy. ManeHbKux OeTen 4valle
6ecrnoKoaT ANCKOMOOPT B KMBOTE M pasaparmUTenbHOCTb [12].
B aTom e 0630pe 0TMEeY€eHO, 4YTo ans n1abopaTopHOM AnarHo-
CTVKM NlyYlle MCNONb30BaTh IMNa3sy KPOBM, TaK KaK y MnajeH-
LieB NaHKpeaTUyecKas amunasa CHUKeHa GU3nonorMiyecKu.

OCHOBHbIM METOLOM BU3yann3aLmm UBMEHEHWUN B CTPYK-
Type MNOLKENYAOYHOW Kenedbl OCTaeTcs YnbTpa3ByKOBOE
nccnenoaHue (Y3WM) 6ptollHOM NOMOCTU B CBA3M C LLUMPOKOM
[OCTYNMHOCTbIO U HEBBICOKOW cToMMOCTbIO [38, 39]. B cneuua-
NIM3MPOBAHHBIX LlEeHTPax B NeanaTpuyYecKon npakTuKke peKo-
MEHA0BaHO NPOBOAMUTb 3HAOCKONMUYecKoe Y3U nnm mMarHut-
HO-PEe30HaHCHY Tomorpaduto. Y B3pOC/bIX AOMONHUTENBHO
MCMNoNb3yeTcs KOMMblOTEPHAs ToMorpadus (nydyeBas Harpys-
Ka J0/XKHa 6bITb MMHUMW3WPOBaHa y AeTen).

Cnepgyet oTMeTuTb, 4TO O 1 OPI NnpakTM4eCKn He UMEKOT
HeobpaTUMbIX CTPYKTYPHbIX U3MEHEHUW B MOAXKENyA04HOM
enese B MEXMPUCTYMHbIM Nepuod, XoTs Bu3yanusauus
MOXET MX MOoKa3aTb BO BpeMs npuctyna. Mexay Tem arpec-
CMBHbIN BOCMANUTENbHbIM NPOLLECC NPUBOANT K XPOHUYECKUM
M3MEHEHUSM NapeHXMMbl U MPOTOKOB, K KOTOPbIM OTHOCATCS
rMNEpP3XOreHHble o4arn ¢ 3aTeMHEeHWeM W 6e3 Hero, KOH-
KpeMeHTbl rnaBHOro npoTtoKa [}, gonbyaTtocTb ¢ COTOBOWM
CTPYKTYPOM, KUCTO3HbIE UBMEHEHMS, paclUMpeHne NPOTOKa,
rMNEepPIXoreHHble Kpas MNpOoTOKa, pacliMpeHHble GOKOoBble
BETBU W TMNEPIXOreHHble TSN, Kputepmum Poy3MOHTa MOXK-
HO MCMONb30BaTb 415 KnaccudUKaLMKU TaKUX pes3ynbTaTtoB
BU3yanu3aLuu, OOHAKO WX NMPUMEHeHWe B NeavaTpuu He
6bln0 noaTBepxaeHo [40, 41].

CornacHo gaHHbiM MexayHapoaHOW rpynnbl N0 U3yye-
HWIO NaHKPeaTUTOB Yy AEeTeW, AUArHOCTUYECKUM KpUTEPUEM
XIN aBnsietca «nporpeccupytouiee BocnaneHme MK, xapak-
Tepuayouweecs GUO6PO30M U HEOBpPaTUMbIMKU alMHAPHbIMMK
M NPOTOKOBbIMWU MU3MEHEHUSIMU CTPYKTYPbl XKenesbl, BbisiB-
NIEHHbIMU NpK Y3 unun opyrumun nccnegoBaHUsiMmn», 4To Npu-
BOAWT K BHYTPU- U/WAW BHELIHECEKPETOPHOM HeaocTaTou-
HocTu XK ¢ NOBbIWEHHBIMW U/UNKU HOPMaNbHbIMU YPOBHAMM
amunasbl Unn nunasbl Kposu [42, 43].

M.J. Giefer n coaBT. B cBOeN paboTe NOAYEPKUBALOT, 4TO
3Ta O0COOGEHHOCTb CBfi3aHa C MyTalMeh BapuMaHTOB FEHOB
PRSS1, CTRC n CPA1 [35]. Kpome Toro, Kak roBopuiocb
Bbllle, €CTb [aHHble, MOKa3blBalowWwmne MaTEePUHCKUI Tun
HacnefoBaHua ¢ 6onee paHHUM HavalioM 3aboneBaHus Mno
CpaBHEHMUIO C OTLLOBCKMM TUNOM HacnegoBaHus [44, 45].

Y6eauntenbHble OoKa3aTenbCTBa 6o0nee 6bICTPOro pas-
BUTUA 3K30KPUHHOW WKW 3HAOKPUHHOW HEOOCTaTOYHOCTH
y nauuneHnToB ¢ HIT ewe He nonyyeHbl [46]. OgHaKo, y4uTbiBas
6onee paHHee nporpeccupoBaHune XI npu HEKOTopbIX GEHO-
TMnax HI, 3aTakHoe TeyeHne 3abofieBaHMa C NPOoAoIKalo-
LMMCS noBpeXaeHnem n atpodpuen napeHxmmbl MK moxeT
npeacTaBnATb Co60M GaKTop, CNOCOBGCTBYIOWMA ObICTPOMY
pPa3BUTUIO IK3OKPWMHHOM HepgocTatovyHocTn MK n gnabeta,
Habnogaemblx y geten ¢ OPI1 [47].

[eTaM ¢ BbIIBAEHHbIM MaHKPeaTMTOM K PEKOMEeHAo-
BaHHOMY OCHOBHOMY 06cCfiejoBaHu1IO LienecoobpasHo noa-

KNOYUTb FeHeTUyecKoe TecTupoBaHue. [pu 3TOM HYXKHO
MOMHWUTb O CYLLECTBYIOLLMX Pa3NM4YMsaX B pacnpemeneHuu
reHeTMyeckmx mytaunn npu XM un OPI1.

He Hy)XHO 3abbiBaTb, YTO FEHETUYECKUE MyTaLuK, Kak
noKa3aHO B MCCnefoBaHUSX, npeapacnonaralT K noBTop-
HbIM anun3ogam Ol1. B 4yacTHOCTH, Yy NeanaTpuyecKmx naumneH-
TOB HabnogaeTcs 6bICTPOE NPOrpeccMpoBaHmne OT NEPBOro
anuzopa OIl1 go X1, mearMaHa BpeEMEeHU KOTOPOro B CpeaHeEM
coctaBnsieT 3,79 roga. Y Aeten ¢ naTtoreHHbIMKU MyTaumnsimu
PRSS1 passutne XI1 npoucxoauT ObiCTpee, Yem Yy nauu-
eHTOoB 6e3 BapuaHToB PRSS1 (MeanaHa BpemeHu ans XIT:
2,52 npotus 4,48 roga; p < 0,05) [48]. 3TN 3HAHUSA NULLIHWUA
pa3 AEMOHCTPUPYIOT HEOBXOANUMOCTb B FEHETMHECKOM UCCe-
[OBaHWM NPU NOAO3PEHUSAX Ha NAHKPeaTUT 415 YyMEHbLUEHMUS
CTpajaHWi ManeHbKuX NauneHToB.

Y 60nblIMHCTBaA AeTen 3aboneBaHWe NpOTEKaeT B fner-
Kon ¢opme. TeM He MeHee, KOMY-TO NMOHaAobGMUTCs rOCnu-
Tanusauusa ansa nposefeHus 6osiee MHTEHCMBHOW Tepa-
MUU WAKM BbINOHEHUS XMPYPrMYECKOro BMmellaTenbCcTBa.
CTaTuCTMYeCcKMe AaHHble No 06LIEMY YPOBHIO CMEPTHOCTU
BapbuMpyoT oT meHee 5 o 20% [49].

Y B3pocnbix HIM noBbIWaeT pUcK pa3BuTtus paka MK [45].
Cnepnyet oTMETUTb, YTO TaKne dbaKTopbl OKPYKatoLen cpeabl,
KaK KypeHue Tabaka u ynotpebneHue anKorons, BbiCTynatT
B POMM TPUITEPOB Ans aToM rpynnbl HaceneHus. C.A. Shelton
M COaBT. BbIIBM/IM, YTO CPeAM B3POC/bIX C MyTauMen reHa
PRSS1 oTHOCUTENBHbIN PUCK pa3BuTKs paKa MK coctaBnser
7% [50]. Mexay TeM y oeten puck paka N npwu XI octaetca
Hen3BeCTHbIM [51].

Takrm 06pa3oMm, NPOTUBOPEUNBOCTb KIIMHUYECKUX, Nabo-
PaTOPHbIX M MHCTPYMEHTAbHbIX AAHHbLIX MPU NaHKpeaTute
TpebyeT OT Bpaya TwaTenbHOro cbopa Kanob, aHaMHe3a
M BbISCHEHMS MPUYMH BO3HWKHOBEHMSA 3aboneBaHus, 4TO
3aTpyaHeHo y ageten [52, 53]. Y psaa nauneHToB HE06X0ANMO
NpoBeAeHNEe TEHETUHECKOro UccneaoBaHus ans NnoHMMaHus
3TMOMIOTMM Mpouecca M TOYHOro YCTaHOB/IEHMS AMarHosa
NS NpeaoTBpaLLeHMs NOCAEACTBUI NO MePE B3POC/EHUS.
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O6ocHoBaHue. CUHAPOM yA/IMHEHHOro MHTepBana QT — HacieACTBEHHOe 3abo/ieBaHue, pa3HOBUAHOCTb CepAEYHbIX KaHa-
Jionatui, KOTOPOe XapaKTepnulyeTcss 06MOPOKaMU U BbICOKMM PUCKOM BHE3AIMHON CepAeyHON CMepTH B pe3y/ibTaTe BO3HUK-
HOBEHMS MOIMMOPOHON XeyAo4KoBoM Taxukapanu (MKT) Tuna «nnpyat» u ubpuanaumm xenyao4kon. Octpas pecrnmpaTopHasi
BUPYCHas MHOEKLUS MOXKET yXyAlLuaTb KIMHUYECKOE TeYEHMeE MEePBUYHbIX INIEKTPUYECKMX 3ab0/ieBaHui cepala. OnncaHue
K/IMHHWYecKoro cnyyas. [NlayneHTtka, 14 net, B Hos6pe 2021 r. noctynuia B MHOEKLMOHHBIN CTaLMOHap rnepeBoioM U3 Apy-
roro ctalyMoHapa ¢ nosoxutesbHbIM L P-TecToM Ha HOBYIO KOPOHaBMpYyCcHyto nHpeKymio (COVID-19) nocne anu3ona rnotepu
CO3HaHus. BrnepBbie 06MOPOKM Bbl/IM OTMEYEHbI B 12 N1eT, HO MOTOM HE peuuanBupoBasn, a B CBA3M ¢ NnaHgemuei COVID-19
o6ciejoBaHNE n iedeHmne 6blin OT/I0KEHbI. CUHKOMNa lbHble COCTOSHMS BO306HOBMNCH Ha poHe COVID-19. bbino nposeseHo
KapAauosaornyeckoe obceriejoBaHne B MHOEKLIMOHHOM cTaumoHape, anarHocTupoBaHa peunansupytowas T no Tuny «mpyat»
Ha ¢poHe yanmHeHus nHTepsana QT. [locse NpoBeAeHHOro 1e4eHUs U NoAbopa aHTMapUTMUYECKOM Teparnmm coOCTOsSIHME eBOY-
Ku ynydwmnocs, yepes 15 gHen noaydeH otpuyatenbHbii MLUP-TecT Ha SARS-CoV-2, u naumeHTKa 6blia nepeseseHa B npo-
GuibHBIN cTayMoHap, rae 6bls NOATBEPKAEH CUHAPOM YAMHEHHOro uHTepBana QT u 6bl1 UMMIAHTUPOBaH ABYXKaMepPHbI
KapauosepTep-aedubpunasaTop. 3akaodeHme. KanHuyecKkuil ciydyan AeMoHCTpupyeT, 4o OPBU MOXET npuBeCcTU K yxya-
LIEHNIO KITMHUYECKOIO TEYEHUS UMEIOLUMXCS NEPBUYHBIX apUTMUIA U NOAYEPKNBAET Ba)KHOCTb CBOEBPEMEHHOM MarHOCTUKN
M KOMIJIEKCHOIO 1104X04a K JIEYEHUIO NalUUEHTOB C FreHETUYECKM 00YCI0BIEHHBIMU HapyLLEHUsIMU PUTMa cepaLa.
KnroyeBble cnoBa: CUHAPOM yA/MHEHHOro MHTepBana QT, )Keny[o4YKoBble apUTMUKU, OCTPble PECTMPATOPHbIE BUPYCHbIE
nHpekuymm, COVID-19, netn

Ansa uyntnpoBanus: Vicpadpunosa C.X., KpyunHa T.K., }gaHoBa M.B., KnumeHko J1.0., HoBuK IA. TeyeHne cuHgpoma
yANnMHeHHoro uHtepBana QT Ha ¢poHe HOBOM KOPOHaABMPYCHOW MHOEKLUUU. KNMHMYEeCKK cnydan. Bornpochkl COBPEMEHHOM
negnatpumn. 2025;24(1):19-25. doi: https://doi.org/10.15690/vsp.v24i1.2863

Sabina Kh. Israfilova?l, Tatiana K. Kruchina2, Marina V. Zhdanova?, Lada O. Klimenko2, Gennadiy A. Novik2
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Long QT Syndrome Course Associated with New Coronavirus
Infection. Clinical Case

Background. Long QT syndrome is hereditary disease, cardiac canalopathy variant, characterized by syncope and high risk of sudden
cardiac death due to occurrence of polymorphic ventricular tachycardia (VT), torsade de pointes, and ventricular fibrillation. Acute
respiratory viral infection may aggravate clinical course of primary electrical heart diseases. Clinical case description. 14-year-old
female patient was transferred to infectious diseases hospital from another hospital with positive PCR test on new coronavirus infection
(COVID-19) after loss of consciousness in November 2021. Syncope was first noted at the age of 12, however then did not recur, and
their examination and treatment were postponed due to the COVID-19 pandemic. Syncopal states continued during COVID-19. Cardiac
examination was performed at infectious diseases hospital: recurrent VT, torsade de pointes, was diagnosed along with QT interval
prolongation. The girl's condition has improved after the treatment and selection of antiarrhythmic therapy. 15 days later negative PCR
test for SARS-CoV-2 was received, and the patient was transferred to specialized hospital, where the long QT syndrome was confirmed,
and dual-chamber cardioverter defibrillator was installed. Conclusion. This clinical case demonstrates that ARVI can aggravate the
course of existing primary arrhythmia and emphasizes the crucial role of timely diagnosis and integrated approach to the management
of patients with genetically determined cardiac arrhythmias.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

OBOCHOBAHME

MN3yyeHne HoBOW KOpOHaBUpPYCHOW WHbeKumn (COVID-19),
naHAeMUsS KOTOpOW npoao/mKanacb ¢ aekabps 2019 no maw
2023 1., NO3BOAMAO MOMY4YUTb PaHee HEW3BECTHblE AaHHble
0 baKTopax pucka MaHubecTaLMm pasnyHbIX HapyLEHUN pUTMa
n nposoamnmocTtu cepaua (HPC) Ha GpoHe ocTpbiX pecnupaTopHbIX
BUPYCHbIX MHdeKunin (OPBU) [1-3]. C OPBU cBA3aHO KaK nosis-
JIEHWE HOBbIX apUTMUI, TaK K yxyaweHue yxe umetowmxcs HPC,
B TOM 4MC/e Y MaUMEHTOB C CEpAEYHbIMM KaHanonatusMu —
NepBUYHBbIMU 3NEKTPUYECKMMHK 3abonieBaHUAMK cepala [4—-6].

CKpbITble UIM XOPOLLIO KOHTPOMPYEMbIE apUTMUKM Y NaLu-
E€HTOB C KaHanonatusamMu Ha GoHe BO3HUKHOBEHMS MHbEK-
LIMOHHbIX 3aboneBaHn MOryT YCyryonaTbCa M3-3a MHOXe-
cTBa GaKTOpOB, K KOTOPbIM, B MEPBYO 04epeb, OTHOCATCS
HenocpeacTBEHHOE MOBPEXAeHWe MUOKapda (Bocnanexue,
WILIEMUS, CTPECC), TMMOKCHUS, «LUMTOKMHOBBIM LITOPM», 3NEK-
TPONUTHbIE HaPYLIEHUS, U3MEHEHUS DYHKLIMM MOHHbBIX KaHa-
noB, AMCPYHKLMA BeretatuBHoM HepBHOM cucTembl (BHC),
aHAoTenManbHas AUCOYHKUKSA, apuUTMOreHHble 3ddEeKThI
NIEKAPCTBEHHbIX MpenapaTtoB (a3UTPOMULIMH, TMAPOKCUXIO-
POXWH, NONWHABUP/pPUTOHaBMP U ap.) [7]. B pe3ynbrate aTnx
M3MEHEHUI BO3MOXHO BO3HUKHOBEHMWE KUBHEYrPOXKatoLmx
apUTMUI (XKenyaoyYKoBOn Taxmkapamu (FKT) no Tuny «nupyat,
Gubpunnauun xenyaodkos (PX) u ap.) y paHee 6eccum-
NTOMHbIX NaLMEHTOB C FreHeTUYecKn obycnoBneHHbiMn HPC
(cuHapoMoM yanuHeHHoro uHTepBana QT (CYMUQT), cuHapo-
Mom bpyraga, KatexonamuHepruyeckon KT 1 ap.), 4TO MOXKET
NPUBECTU K BHE3anHomn cepaeyHon cmeptu (BCC) [7-9].

CYUQT — HacneactBeHHoe 3ab6ofieBaHWE C BbICOKUM
puckom 06MopokoB 1 BCC, 06ycnoBneHHbIX BOSHMKHOBEHMU-
eM nonumopdHon KT Tuna «nunpyat (torsades de pointes;
TdP) n @} [9]. 310 Hanbonee 4acTo BCTpeYaloLWancs KaHa-
nonatma y geten. PacnpoctpaHeHHocTb CYMQT Ha ocHo-
BaHWW MNONYNSAUMOHHOrO JKI-CKPUHUHIA HOBOPOMXKAEHHbIX
C nocneayLwmmMm reHeTM4eCKUM aHannM3oM coctaBnset 1 Ha
2,5-3 TbIC. [10]. B HekoTopbix cnydasx CYUQT moxeT npo-
TeKaTb 6e3 MNoTepu CO3HaHWS, C HaNWyMeM Jullb Crheuu-
Ppuyeckmx nameHeHnn Ha SKI, a TaKkKe CyLLeCTBYIOT CydYau
NaTeHTHbIX GOpPM, KOTOpble HE 0BHapYyKMBaIOT cebs B xoae
PYTUHHOW AuMarHocTuku [7]. C Apyron CTOPOHbI, AaHHbIA
CUHAPOM XapaKTepu3yeTcs pa3BUTUEM 3/10Ka4eCTBEHHbIX
aputMuii 1 BCC [11].

B cTtaTbe npefctaBneHoO onucaHue KIMHUYECKOro cnyyas
CYMQT y neBoyKkn 14 net ¢ NporpeccMpoBaHmMEM KUHUYe-
CKMUX NposiBNeHun Ha poHe COVID-19.

KNUHUYECKHUIA NPUMEP

O nauyueHTe

[esoyka, 14 net, noctynuna B OPUT MHPEKLMOHHOro
cTaumMoHapa ¢ nonoxutenobHbiM MNLP-TeCTOM Ha HOBYO KOpPO-
HaBupycHyto nHdeKuuto (COVID-19) B Hosibpe 2021 r. no
nepeBoay U3 Apyrov AeTcKon 60/bHULbI, Kyaa Oblna ocTaB-
JIeHa C 3aKpPbITON YepenHO-MO3roBoM TPaBMOM, NOy4EeHHOM
B pe3ynbrate 06MOpPOKa (BO Bpems MajeHus ygapunacb
ronoson o 6atapeto). [Mpu cyTo4HOM MOHUTOPUpPOBaHUK KT
(CM3KT), npoBOoAMBLIEMCS B 3TO e BPEMS, 3apPErmcTpmpo-
BaH napoKkcuam KT anuTenbHoCcTbio 4 MuH 14 c.

AHamHe3 60/1e3HHU

MepBble CUHKONANbHbIE COCTOAHWUS Yy AEBOYKM OTMe-
Yanucb B Bo3pacte 12 neT, 3aTeM MX He 6biN0 BMAOTb O
14 neT, yxyaweHne KIMHMYECKOM KapTUHbI Havanocb ¢ HOA6-
ps 2021 r.: 5 NOBTOpPHbIX OBMOPOKOB, MPEUMYLLECTBEHHO
HOYblO, CO CNOB OTUa pebeHKa, NPUCTYMbl COMPOBOXKAAUCH
WYMHbIM AblXaHWEM, HaNpPSXKEHUEM fMLLA U KOHEYHOCTEN.

M3 aHanM3a MeanLUMHCKON JOKYMEHTaLUMN 3BECTHO, 4YTO
B Hosi6pe 2019 r. nauneHTKa 6bina Ha ambynaTtopHOM Mpu-
emMe y OeTCKoro Kapauonora, rge 6bi1 3anogo3peH CYMQT
W faHbl pekoMeHgaumu. Co cnoB oTua pebeHKa, NnaHMpoBa-
nacb rocnutanusauns B npodunbHoe yupexaeHve ans onpe-
OeneHns TaKTUKKM NlevyeHus, HO M3-3a naHgemum COVID-19
rocnutanusaums 6blna otnoxeHa. [1o MOMeHTa NoCTynaeHus
B MHOEKLUMOHHbIM cTauMoHap pebeHoK 6eTa-aapeHob0Ka-
TOpbI HE nosy4arn.

Mpn nocTynneHun MMenuchb peaynbraTbl psaaa Uccneao-
BaHu: IxoKI ot gekabps 2019 r.: KAP/IK (KOoHe4yHbIn amac-
TOSIMYECKUI pa3mep NeBoro enyaoyka) — 47 mm, GB/IK
(bpaKkuus BbibpoCa NEBOro xenyaoydka) — 73%, naTonorum
He BbifiBNieHO. Mo CM3KI ot ceHTa6ps 2019 r.: KOppUrMpo-
BaHHbIN QT-uHTepBan (QTc) — 576 mc (387-647 mc), TpaH-
3utopHaa AB-6nokaga 1-n crenenun (PQmakc — 220 wmc).
CuHycoBasi 6paanMKapans, NPeMMyLLLECTBEHHO B HOYHOE Bpe-
mMsa. Ha cepuun npeactaBneHHbix K B nepuog ¢ 2019 no
2021 r.: yanuHeHune QTc go 530 mc. Mo CM3KI oT Hos6ps
2021 r.: yacToTa cepaedHblx coKkpauweHun (HCC) aHem —
78-56-135 yAa./MUH, HOYbto — 60-49-88 ya./MuH.
3apeructpupoBaH napokcuam KT anuTenbHOCTblo 4 MUH
14 ¢ B 23:22, BO Bpems KOTOpOro Habnwoganacb norteps
CO3HaHua (co cnoB pebeHKa, nepen noTeper CO3HaHus
OHa HaKJIoHMNacb, YTo6bl OTKPbITL AnBaH). QTc 3a CyTKM —
551 mc (457-609 mc). YMepeHHas cuHycoBas 6paanKap-
[IUSl, MUrpaLUus BOAUTENS PUTMaA MO Npeacepanam, ann3obl
3amellatoLLero npeacepaHoro putma.

HacnepcrtBeHHbI aHaMHe3

[epnywKa AeBOYKM ymep BO cHe B Bo3pacTe 49 neT
Co cnoB oOTua, y cTapwero 6pata (19 net) Takxe [OOKy-
MeHTanbHO noareBepxaeHHbIn CYUNQT, Ho 6e3 06MOpPOKOB,
OT nevyeHunsa 6eta-agpeHo6/0KaTopamMm oTKasancs.

dusukanbHaa gMarHocTUKa

Ha MOMeHT ocmoTpa B WMHGEKLMOHHOM CcTaluuoHape
nauneHTKa KanoBanacb Ha 60/b B ropse, 3an0XeHHOCTb
HOca, Kallenb, 03HO6 W MoTAMBOCTb. [0 AaHHbIM O6GbEK-
TMBHOrO ocMoTpa: TemnepaTtypa Tena — 38,1 °C, co3HaHue
SICHOE, MalLMeHTKa KOHTaKTHa, BO BPEMEHM M JIMYHOCTH,
B NPOCTPaHCTBE Oblna opueHTUpoBaHa. [emoanHaMmnKa cTa-
6unbHas, aptepuanbHoe aasneHue (A) — 99/53 MM pT. CT.
YCC — 54 ya./MuH, pocT — 162 cm, Macca Tena — 56 Kr.

Mo paHHbIM na6opatopHoro o6cnefoBaHWS BbisiBE-
Hbl CYOKOMMNEHCUPOBAHHbIN METabONMYECKNIN aLmna03, CHU-
YEHWe YpOBHSA Kanus KpoBu A0 3,2 MMOAb/N, Kanbuwus
MOHM3MpoBaHHOro — Ao 0,65 mmonb/nA. B KAMHMYECKOM
aHann3e KPoBM U KoaryfiorpaMme 3Ha4MMbIX UISMEHEHUI He
06Hapy*KeHo.

Mo gaHHbIM IKI oTMevanach cMHycoBas 6paanapuTMus,
yanunHerne QT go 600 mc (QTc — 557 mc), xapaKTepHas ans
2-ro Tuna CYMQT dopma 3y6ua T (puc. 1).

[To paHHbIM AxoKI — 6e3 natonoruu.

bbin npoBeaeH CM3KTI. lNpeactaBneHHOCTb XenyaoyKo-
BOWM aKcTpacucTonmm (XIC) 3a cyTKM 6Gbina HEGONbLWON —
0,47%, HO mMmenucb 3anuaofbl 4acton XKIC B HOYHOe
BpemMs, B TOM 4uciie nonuMmopdHon v napHon. B 4 y
40 MUWH 3aperucTtpupoBaH anusog noaumopdHon KT no
TUNY «IUPY3T», NOC/TE KOTOPOro B TeyeHne 6 MUH oTmeYa-
ICb HEMPOAOKUTENbHbIE 3aNn304bl noanMopdHon KT Ha
doHe yacton XKIC, nonuMopdHON KenyaoykoBow 6ure-
MUHUMK (puc. 2). RRmakc — 1624 MC — NOCTIKCTPacucTo-
nnyecknin mHtepBan. lMNpogomxkutensHocTb QT yBenuyeHa
(QTc cp. — 537 mc).



Puc. 1. 3KI npu noctynnexmu B ctaumoHap. QT = 600 mc (QTc = 557 mc)

Fig. 1. ECG at hospital admission. QT = 600 ms (QTc = 557 ms)

McTounuk: Ucpadunosa C.X., 2024.
Source: Israfilova S.Kh., 2024.

MpepaBapuTenbHbli AUAarHo3

CuHApoM yanuHeHHoro uHtepBana QT. HoBas KopoHa-
BUpYycHasa MHOEKUMS, BUPYC naeHTMdULMpPOBaAH. 3akpbiTas
yepernHo-mo3roBas TpaBma. CoTpsiceHWe rofoBHOro Mo3ra,
remaTomMa JI06HOW o6nacTu.

Tepanus B ctauuMoHape

B petckoi 6osnbHuLe, Kyaa pebeHOK 6bin AocTaBfieH
nocne o6MopoKa, cpasdy Oblla MHULMMPOBaHa Tepanus npo-
NnpaHononoM B HavanbHou fo3e 0,5 Mr/Kr/cyT nog KOHTPoO-
nem YCC n Al. B UHOEKUMOHHOM CTalLlMOHape B OTAENEHMH
peaHuMaLmu OblIO MPOLO/IKEHO TUTPOBAHWE MponpaHo-
niona, NpoBefeHa KOPPEKLUMUS INEKTPONUTHBIX HapylleHUH,
B NepBYIO o4epeab, rmnokannemumu. B cBA3M ¢ NOBTOPHbLIMU
npuctynamun nonumopdHon KT Tvna «nnpyaT» NpoOBOAMIOCH
B/B BBeaeHue 25% p-pa MarHusa cynbdarta 50-80 mr/Kr/cyT.
[o3a nponpaHonona nepea nepesogomM B NPOPUIbHbIN CTa-
LMoHap coctaBmna 1,8 Mr/Kr/cyT, AanbHenllee noBblWeHNe
[03bl Npenapata 6bI10 OrpaHNYeHO BblpaXKeHHoOM 6pagnKap-
aven n AB-6nokagon | cT. Takke npoBoaunacb NpoTUBOBU-
pycHasi Tepanus, AoTauus XUAKOCTU Mo GU3MONOTMYECKUM
notpe6HocTaMm. lNocne ctabunnsaumm COCTOSHUS MAAHUPO-
Basic nepeBos B NPodUSIbHbIN CTalMoHap A4N18 onpeaeneHus
TaKTUKK JanbHeNLWero nevyeHus.

AnHamMuKa u ucxopabl

B nepBble Tpn AHA HaxoxaeHws B MHOEKUMOHHOM
cTaumMoHape npuctynbl noaumopdHon T Tvna «nuMpyaT»
pPeErncTpMpoBannCh eXefHEBHO, Aanee NOBTOPSAIUCH Yepes
1-2 AHS, B OCHOBHOM B HOYHOE BpPeMS. YCTOMYMBLIE MPU-
cTynbl KT npoTekanu ¢ notepen CO3HaHUSA, MakcumanbHas
WX ONUTENbHOCTb cocTaBuna 2 MuHyTbl. Mpuctynbl KT Kynu-
poBanu cTpyrMHbiM B/B BBeaeHnem 10 mn 25% p-pa marHus

—  —

cynbdata, npu nosTopeHmn KT nNpogomKanocb KanenbHoe
BBe/[leHWe AaHHOro npenapara.

Ha noBTopHbIx CM3IKI (4epe3 5 1 9 gHen nocne nocrty-
nneHusa) npogonxana perucTpupoBaTbes noavmopdHas
HKIC n HeycTonumBasa KT (go 7 KomnnekcoB QRS) B HoOu-
Hoe Bpems. CoxpaHanocb 3HauuTenbHoe yanuHeHue QTc
(QTc cp. 547-552 mc).

Yepes 15 gHen nonyynnu otpuuatenbHbln MLUP-TecT Ha
SARS-CoV-2, 1 geBo4yka 6blia nepeBegeHa B NpodusibHbIN
CTauuoHap, rae B pesynbrate MOSIEKYNSAPHO-reHETUYECKOro
o6cnegoBaHus BbiiBieHa myTauns B reHe KCNH2 ¢.526C>T
(p.Arg176Trp) v 6blN yCTAHOB/EH ABYXKaMEpPHbIN UMMNAHTH-
pyembin KapanosepTtep-gedunbpunnatop (MKA).

MporHos

Y pebeHKa COXpaHAeTCs PUCK BO3HWKHOBEHUS KU3HE-
YrPOXKaoLWMX HKeNyao4yKoBbIX apuTMuii U puck BCC, KoTopbin
yMeHblwaeT UK.

BpemeHHas wWKana
XpoHonornsa passuTnsg 60Me3HN y NaLUMeHTa 1 ee Kide-
Bble COObITUSA NpeAcTaBfieHbl Ha puc. 3.

OBCYXAEHUE

CYMUQT obycnoBneH MyTauusiMu B reHax, KOAWMPYHOLWMUX
anbda- U 6eTa-cybbeanHULbl MOHHbIX KaHanoB (KanueBbiX,
HaTpUeBbIX, KanbLMeBblX) MeMbpaHbl KapAWOMUOLMTOB,
a TaKkXe crneundunyeckne 6enKku, oCyLLECTBNSIOLNE BHYTPU-
KIETOYHYIO Perynsiumio MOHHbIX TOKOB [9, 11, 12].

Btopon tvn CYUQT (CYMQT2), KOTopbii MOXHO npea-
NMONOXWTb Y MauUMEHTKK, BCTpevaeTca B 25-30% cnyyaes
[aHHOro CWMHOPOMa M Bbi3BaH MyTauuen B reHe KCNH2
(n3BecTHOM Takxe Kak HERG), Kogupylouwem 6bICTPO aKTu-
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Puc. 2. dparmeHtbl CMIKI: A — KenyaoyKkoBas TaxMkapausa no Tuny «nupyat»; b — vactaa XX3C ¢ nHayKumen KopoTKux anuaoaos XKT no tmny

«MUpyaT; B — yacras nonumopdHas KIC

Fig. 2. Holter monitoring fragments: A — ventricular tachycardia, torsade de pointes; B — frequent ventricular extrasystole with induction of
short episodes of ventricular tachycardia, torsade de pointes; C — frequent polymorphic ventricular extrasystole
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McTouHuK: Ucpadunosa C.X., 2024.
Source: Israfilova S.Kh., 2024.

BUPYIOLWLMNCA KanWeBbI KaHan 3aMef/IeHHOro Bbinpsmie-
Husa (IKr) [7, 13, 14]. Mytauus B reHe KCNH2, BbisiBNeHHas
y NauMEHTKU, CYMTAETCS YCNOBHO NATOreHHOW, u ee pob
B pa3Butun CYNQT2 TpebyeT AanbHENLWEero yTo4HeHUs, HO
OHa onucaHa y nauMeHToB C YAMHEeHHbIM WHTepBanoM QT
[15, 16]. NoTeps dyHKUMK KaHana IKr npu myTauuax KCNH2
Bbl3BaHa HECKONbKUMU MexaHu3mMamu, BKIo4as aHoMab-
Hyl0 06pabOoTKy CWUrHana, reHepauuio HedyHKLMOHANbHbIX
KaHanoB U U3MeHeHHOe ynpaB/ieHne KaHanom [9]. Kak 6bl
TO HM 6blIO, BHE 3aBMCUMMOCTM OT OCHOBHOIO MexaHu3ma
pesynbrat npu CYNQT2 oanH: NPOUCXOAUT CHUXKEHME Kanne-
BOro TOKa B IKr, 4TO NPUBOAMT K 3afepiKe penonapusarmu,

YOJIMHEHWIO MOTEHLMana AeNCTBUSA U XapaKTepPHOMY YalIUHe-
HuWio nHTepBana QT [7, 9, 14].

Ona CYUQT2 xapaKtepeH ABYrop6bid wan 3a3yGpeHHbIn
HU3KOAMMNIUTYAHbIN 3ybel, T acMMMETPUYHOM GOPMbI, 4TO
cooTBeTcTBOBaso dopme 3ybua T Ha KT u CMIKI naumeHTKu.
OCHOBHbIMM TpUIrTrepamu xusHeyrpoxatowmux HPC npu CYUQT2
ABNSIOTCH 3MOLMOHANbHbIN CTPECC, BHE3arHbIM UChyr / rpom-
KW 3BYK, B OCOGEHHOCTU B COCTOSAHUM MOKOS, U, COTNIacHO psasy
ncecnenoBaHuin, — nuxopaaka [11, 12, 17]. Y aeBo4ku 06Mopo-
KM 4Yalle BO3HWKaNM B COCTOSIHUM MOKOS, @ YXYAWEHUE KIUHM-
4eCKOro Te4yeHus 3aboneBaHnsi MPOMU30LWI0 Ha GoHEe KOpoHa-
BUPYCHOM MHPEKLMK, COMPOBOMXKAAIOLLENCS IMXOPALKOW.



Puc. 3. XpoHonorus passutma 601e3HM y pebeHKa 1 ee KilloyeBble CobbITUA

Fig. 3. Chronology of disease development in child and key events

Am6ynaTtopHo

MHoronpo- Cneuunanunau-
NHPeKunoHHas o
dunbHas POBaHHbIV
6onbHMLA
60/1bHULA cTaumoHap

BNET EANET 12-14 net 14 net 7 mec s
5 mec 8 mec 8 mec

MNepBble OxoKT: MNUP Tecr: Hano6bl:
CUMHKONasbHble KOPITK — SARS-CoV-2 Ha 60nb B ropse,
COCTOSIHMSA 47 Mm, YonvuHerue QTc NONOMXKUTENbHBIN, 3alI0KEeHHOCTb Mpuctynbl KT
Mo CM3KT: OBJTK — 73%, 1o 530 mcek nepesos Hoca, Kallenb, npoaoMmKatoTes
KOPPUIrMpoBaH- naTonoruu B UHDEKLMOHHYIO 03HO06
HbI QT-uHTEpBan He BbISIBNEHO 60NbHULY 1 NOTANBOCTb
(QTc) — 576 mcek
(387-647 mcek),
TpaH3UTOpHas Ha CM3KT 3apeructpupoBaH napokcuam KT Cy6KOMMNEHCHMPOBaHHbIN MeTaboNn4eCcKuit MoneKynsipHo-
ABB 1 cTeneHu IMTENbHOCTb 4 MUHYTHI 14 cekyHa B 23:22, aLMAO03, CHKEHWE YPOBHS Kanus KPoBu reHeTMyecKoe
(PQ makc. — BO BpeMsl KoToporo Habntoganack noteps 10 3,2 MMOnb /1, KanbLMst HOHU3UPOBAHHOMO uccnefoBaHve:
220 MCEK). coaHaHus. QTc 3a cyTku 551 Mcek 0o 0,65 mmosb/n. IKTI: cuHycosas MyTaLus B reHe
CuHycoBas 6pa- (457 -609 MceK) 6paaunaputmus, yannHenne QT go 600 mcek KCNH2 ¢.526C>T
AnKapaus, npe- (QTc — 557 mcek). IXOKT: 6e3 natonoruu. (p.Arg176Trp)
UMYLLECTBEHHO CMO3KT: XKT no tvny «nupyat»
B HOYHOE Bpems Ha nosTopHbIX CM3IKT (4epe3 5 1 9 aHewn |
nocne NocTynieHns) npogomxkana
| peructpupoBaTtbcsa nonnmopdHas HIC [Inardos:
3anofo3peH anarHos: 1 Heyctonuymnsas T (ao 7 komnnekcos QRS) CYMOT
CYMOT B HOYHOe BpeMsi. COXpaHsANoch 3Ha4YUTENbHOE 21
| yanuHenue QTc (QTc cp. 547-552 mceK)
| Al pekomeraaumu MpeaBapuTenbHbl AnarHo3. CUHAPOM yasiMHeHHOro nHTepBana QT. Hosas MoctaBneH MK,
KOPOHaBUpPYCHas MHOEKLMS, BUPYC MAEHTUOULMPOBAH. 3aKpbiTas YepernHo-Mo3rosas
TpaBma. CoTpsiceHMe rosloBHOro Mo3ra, reMaToMa JIoGHoOW 06/1acTh
TuTpoBaHuWe A03bl NponpaHonona Ao 1,8 Mr/Kr/cyt
JleyeHne MHDEKLMOHHOTO 3a60N1eBaHNs, KOPPEKLIMS INEKTPONUTHBIX HAPYLIEHWH

B cepun paboT 6b1710 NOKa3aHo, YTO Psg MyTaLWin B reHe
KCNH2 npuBOaaT K TEPMOYYBCTBUTENBHOCTU U3MEHEHHbIX
KanueBbIX KaHanoB. Tok IKr cHuaetcs no npuunHe ycu-
NIEHHOM WMHaKTMBaAUMM KaHana Ha pOoHe runeprepmMuu, 4To
npuBoauT K 6GoNblUEN 3afeprKe penonspusauuun, 6onee
3HAYUTENBHOMY YAMHEHMIO MOTEHLMana AENCTBMUS U COOT-
BETCTBYIOLLEMY YANMHEHUIO MHTepBana QT [9, 13, 18].

Kpome Toro, genonsdpusytowmre Tokn Nat u 4epes
KaHanbl L-Tuna Tokm Ca2* npu BbICOKOW TemmnepaTtype
[IOCTOBEPHO Bbllle, YTO co3aaeT aAucbanaHc Mexay aeno-
NAPUBYIOLWLMMU 1 PENONSPUIYIOLIMMM TOKAMU B MOMb3Y
genonapusauun. 3To TakKKe BHOCUT BKAaA B 3aAeprKKy
penonapu3aLnmn XenygoykoB BO BPeMS NIMXOPAAKK, CMo-
Cco6CTBYSA TeM caMbIM yannHeHuto QT 1 GOpMUPOBaHMIO paH-
HUX NnocTaenonspusalmm, KoTopble CTaHOBATCHA OTNpPaBHOM
TOYKOW ANS eNnyao4yKoBbix aputmuit [9, 14, 18]. O6pawaeT
Ha ceba BHUMaHWe, 4To y pebeHKa Ha GoHe KopoHaBupyc-
HOM MHOEKLMM NosBMAACh YacTas *KenyaovykoBas 3KCTpa-
CUCTONNS, KOTOpas paHblue He perncTpupoBanacb. MMeHHO
rnocne enygoykoBblx 3KcTpacucton (R-Ha-T) BO3HMKanwu
noBTopHble ann3oabl KT Tvna «nupyaT».

HeyauButenbHo, 4to naHaemus COVID-19 uHuumM-
MpoBasia MNOBbLIWEHHbIM MHTEPEC K 3TOM npobreme —
B CBfI3W C YacToW peructpauunen 6osiee 3Ha4YUTENbHOro
yanuHenus QT-uHTepBana v passutus KT Tuna «nupyaT» BO
BpeMS JIMXOPaAKHK, YTO XapaKTepPHO MMEHHO ANS MaLUeHToB

¢ CYUQT2 [13]. Hapsaay ¢ HapyweHuaMmn B KT-KaHanax Mox-
HO OTMETUTb YBENU4YeHWe pucKa MaHudecTauuu Hacneg-
CTBEHHbIX apUTMWUIA NPWU NIMXOPAAKE, TUMOKCUKM W auuao3e
3a cYeT yBeMYeHMs No3aHeN aKTMBHOCTU HAaTPMEBOIO TOKa
B 10 pa3 [7, 9, 19]. U3BecTHa cBA3b TemnepaTypbl U NOBbI-
LIEHHOTO pPWUCKa pPa3BUTUS apUTMWUK NpPU APYron OonacHoM
cepaevyHon KaHanonatmn — cuHapome bpyraga [17].

Mnokanuemus, Kotopas Oblia BbiBiEHA Y NaLMEHTKM,
ABNSETCA MOLLHbIM apUTMOreHHbIM (GaKTOpPOM M3-3a BaXK-
HOW pOnM Kanusg B 3neKTpodu3nonornn cepgua. TeyeHue
COVID-19 B 6ONbWHHCTBE CllydaeB COMPOBOXAaeTcs
3/IEKTPONUTHLIMU  HapylleHnsMn. bonee Toro, 4yem TsxKe-
nee dopma 3aboneBaHusl, TeM B OONbLUIEN CTEMEHWU CHU-
KalTCA YPOBHM HaTpWs, Kanus W KanbUMS B CbIBOPOTKE
KpoBU. [MNokanuemus y naumeHtos ¢ COVID-19 Bo3HUKaeT
B pe3ynbTaTe NoBblWEHNS IKCKPEL MK Kanus NoYKammn n oby-
C/IOBNEHa CHUXeHueM akcnpeccun AMNP2 (aHrMOTEH3UH-
npespallatolLero pepmeHTa 2), YTo NPUBOAUT K MOBbILLIEHMIO
ypoBHSA aHrnoteHauHa Il [20, 21]. YanuHenue QT-uHTepBana
Ha ¢poHe COVID-19 yacTo Habnaanochb M y naumMeHToB 6e3
NoATBEPXAEHHbIX KaHanonatui. CornacHo AaHHbIM Mcche-
foBaHua M. Silva u coaBT., y 46 (39%) 3 117 geten c octpon
dopmon COVID-19 umenncb nameHenmnsa Ha IKI, BKaovas
aHomManuu penonspu3auunu, a B 8% cnyd4aeB OTMeYanocb
3Ha4YUTENbHOE YaNnHeHne niTepsana QTc, MeanaHa KOTopo-
ro coctaBuna 496 mc (482-531 mc) [3].
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KnuHunyeckKoe Ha6noaeHue

JTMonartoreHe3 apuTMui, BO3HUKAKOLWMX Ha GOHE OCTPbIX
pecnupaTopHbIX BUPYCHbIX MHPEKLMI, K KOTOPbIM OTHOCKTCS
HOBas KOpPOHaBMpycHas UHPEKLMSA, A0 KOHLA He MU3Yy4yeH, HO
MOXHO MPEeAnoNIOXNUTb, YTO NEKTPONUTHbLIE HAPYLLIEHNS, U3Me-
HEHUA QYHKLMU MOHHbIX KaHanoB, MMMOKCHUS, «LIMTOKMHOBBIN
WTOpM», BEretaTuBHas M aHAaoTeNManbHas AMCOYHKLMS MOryT
NPUBECTU K HapylweHusam B paboTe cepala M cTaTb Tpurrepa-
MU HapylleHun ero putma [20—-22]. MNoBpexaeHne M1nokapaa
Ha ¢oHe MHOEKUUH, CBA3AHHOE C BOCManeHWEM, ULIEMUEN,
FMNOKCUEN, OEMCTBMEM KaTexolaMUHOB M APYrMMK daKTo-
paMu, NPMBOAMT K HapylleHWto paboTbl MOHHbLIX KaHasoB,
M3MEHEHMIO NOTEHLIMaNa KNeTo4YHbIx MeEMBPaH, Bbi3biBast ANC-
nepcuto penonsapusaLmn M NPeApPacrnoNoXeHHOCTb K Xenyaoy-
KOBbIM apUTMUSAM NpW KaHanonatusx [4, 22, 23]. B nocnegHue
rofibl BOcnasaeHue u n3MeHeH1s UMMyHWUTETa BCe Yallle Ha3bl-
BaloT TpUrrepamMun MaHudecTaumm pa3nnyHoro poaa aputMun,
B MepBYyl0 o4yepelb, 3a CYHET HapylweHun penonapusauun [9].
[oaTomy HeyanBHUTENbHO, 4TO Y AeBOYKM ¢ CYUQT pesKoe yxya-
LWeHMe KIIMHMYECKOro TevyeHus 3abofieBaHusa Oblo CBA3aHO
MMEHHO C OCTPOM KOPOHaBUPYCHOM UHDEKLMEN.

OnacHoe BAMsiHWE MHMEKLMM Ha KIMHWYECKOE TevyeHue
KaHanonaTtuin NoATBepAaeT yBean4eH1e 4yactoTbl cpabatbl-
BaHun MK y nauneHTos Ha doHe OPBU [5, 24]. B pa3nunyHbix
KOrOPTHbIX MCCNEAOBaHUSAX M3yvanacb 4acToTa MepBUYHOM
noctaHoBkn MK/ n ero cpabaTbiBaHWM BO BpeEMS anuaemMuu
rpunna u nangemmn COVID-19. B peTpocneKkTMBHOM nccne-
noBaHun 163 831 naumeHToB, y KoTopbix 6binn1 UK 1 CPT-/,
YyacToTa KeNyao4KOBbIX apUTMKi, TPEBYIOLLMX LWOKOBOK Tepa-
nuu, GblNa HECKOJNIbKO MOBbILIEHA B MNepuodbl YMEPEeHHOWM
aKTMBHOCTM rpunna, pucK ele 60oblie NoBbIlWanca B nepmo-
[Obl BbICOKOW aKTMBHOCTHK rpunna [6]. OnucaHbl 1 oTaesbHble
cnyyau, NOATBEpPXAaloWMe AaHHYl0 3aKOHOMEPHOCTb. Tak,
y 22-neTHen nauneHtTkn ¢ UK, uMniaHTMpPOBaHHbLIM M3-3a
CYMQT, Ha ¢oHe uHbduumpoBaHusa rpunnomMm HINL 6biiu
3aPUKCMPOBaHbI 3NN304bl GPUOPUANALMK KENYAOHKOB, KOTO-
pble npusenu K 19 cnyvasm UK-tepanum [3].

Mpeanonaranocb, 4T0 Ha ¢oHe COVID-19 yBenunyutca
KonnyectBo obpauleHnin, Ho B Utanun, Kutae u Monblie
B MepBYIO BOJSIHY NaHAEMMMU OTMEYanocb, HA060POT, CHUKEHUE
KonuyectBa nepBuYHoOM noctaHoBkM MK/ 3a cyeT orpaHuyu-
TENbHbIX Mep, NMPUHATLIX rocygapcteom [2, 5, 9, 25]. Mocne
CHUXXEHWS Mep M30A5LMKM NIIoAM CTanu yalle obpallatbes 3a
MEAMLMHCKON MOMOLLbIO MO NMOBOAY apUTMUIA, U YUCNO MAaHo-
BbIx MocTaHoBOK MK/, BepHynoch K nokasartensam 4o naHaeMuu
COVID-19 u gaxe Bbipocno [2, 5, 25].

Y 1€BOYKM U3 NPEACTABNEHHOI0 KIMHUYECKOro Cinyyas Tak-
e OblIM OTNIOXKEHBI 06CNejoBaHe M Noa6bop Tepanuu B Mpo-
dunbHOM cTauunoHape u3-3a naHgemun COVID-19. C yyetom
npeanonaraeMoro BTOPOro Tuna cumnrtomatuyHoro CYUQT
n pamtenbHoctn QTc 6onee 500 MC y MAUMEHTKM MMENUCb
nokaszaHus K umnnaHTaumun MK cornacHo UMeLMMECS KIUHW-
YECKMM PEKOMEHAALMAM MO XKeNyA04KOBbIM HapYLLEHWUAM PUT-
mMa cepaua [26]. B pesynbrate CNoXmMBLUMXCA 06CTOATENLCTB
Tepanus 6eTa-agpeHobnokatopaMu y pebeHKa Havyanacb TO/b-
KO 4yepes ABa rofga nocse Toro, Kak 6bi1 3anogo3peH CYMQT,
y¥e nocne NnoBTOPHbIX 06GMOPOKOB, CBA3aHHbIX C XM3Heonac-
Hboimu KT Tvna «nupya™. HasHavyeHue nauuneHtke ¢ CYMQT
6eTa-afpeH06/10KaTopoB U 1cnoNb3oBaHue 25% p-pa marHe-
3umn ans KynupoBaHusa KT 1 NPoPUNaKTUKM ee BOSHUKHOBEHUS
COrnacyetcsi C KIIMHUYECKMMU peKoMeHdaumsamm [26].

3AK/TIOYMEHME

[MpeactaBneHHbI KIWMHUYECKUIA Cllydan WNnoCTpupyet
BO3HWKHOBEHWE MOBTOPHbLIX XENYAOYKOBbIX TaxuKapaun
no TUMy «MUPyaT» Yy OEBOYKWU C CUHLPOMOM YASIMHEHHOrO

nHTepBana QT Ha ¢oHe NoATBEPKAEHHON OCTPOKN pecnupa-
TOPHOW BMPYCHOW MHDEKUMN. HabnogeHne 3a naumeHTKom
nokasano, 4yto Ha ¢oHe WHOEKLMOHHOro 3aboneBaHus
oTMevanocb 6onee 3HayuTenbHoe yanuHeHue QTc, a Tak-
e pernctpupoBanacb 4acTtas efyaoykoBasi 9KCTpacu-
CTONUSA, KOTOpas U MHAyLuMpoBana }usHeyrpoxatouwme KT
YXyaweHne KIMHWMYECKOro TevyeHWs KaHasonatumM MOXHO
CBfA3aTb C BO34ENCTBUEM MHOXECTBA apUMTMOreHHbIX daK-
TOPOB, 06YCNOB/IEHHBIX OCTPON KOPOHaBUPYCHON UHOEKLU-
€W, KOTOpble MPUBOAAT K 60/ee BbipaXeHHbIM HapyLleHW-
AM penonsipuaaumm XenyaoykoB. ITO MOATBEPMKAAET, HTO
OPBW moryT BAuATb Ha nosiBneHne HoBbix HPC 1 yxyawaTtb
K/IMHUYECKoe TeYeHUe MMEIOWMUXCA MNEePBUYHbIX apUTMUN.
[aHHbIN crydyan noa4YepKUBaET BaXXHOCTb CBOEBPEMEHHOM
[MarHOCTUKM U KOMMJIEKCHOMO NOAX04a K JIeHeHMI0 NaLneH-
TOB C FEHETUYECKM 0BYCNOBIEHHBIMU HapPYLUEHUIMKU pUTMa
cepaua, a TakKXe HeobXxoAMMOCTb AafibHEWIMX wuccneno-
BaHWM A9 Ny4ywero noHMMaHus MexaHuama BO3[eNCTBUSA
MHODEKLIMOHHOTO npoLecca Ha cepeyHO-COCYANUCTYIO CUcTe-
MY U apuUTMOreHes.

UWHOOPMUPOBAHHOE COIIACUE

OT poautensa pebeHKa nosy4eHo NUCbMEHHOE MHDOPMU-
poBaHHOe J06POBOJILHOE cornacke Ha nybsnMKauumio onuca-
HUS KIMHWYECKOro ciydyas B MeAMLIMHCKOM XypHane (aata
noanucanus: 17.12.2024).
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O6ocHoBaHHne. bone3Hb KaBacakn — OCTPbIf IMXOPaLAOYHbIN CUCTEMHbIA BaCKy/MT, BO3HUKAIOLWMIA NpenmMyLLeCcTBEHHO
y Aeten B Bo3pacTe A0 MATU JIET U XapaKTepU3YIOLMICS BbICOKUM PUCKOM pPa3BUTUS CepAEYHO-COCYANCTbIX OC/TOMHEHWUH,
B TOM 4uC/ie aHEeBPU3M KOPOHaPHbIX COCYA0B. B OTCYyTCTBME OCHOBHbIX KIMHUYECKMX PU3HAKOB CBOEBPEMEHHas ANarHoc-
TMKa 60/1€3HM 3aTpyaHuTEbHa. OnNucaHne KJIMHUYECKOro ciay4das. Y 2-Mecs4Horo pebeHka pasBuiocb 3abosieBaHue
C Npu3HaKamu pecrnupaTopHor MHOEKLMU, CUHAPOMOM 3K3aHTEMbI, TSXKEI0M aHEMUEN, TPOMOOLMTO30M, 1TabopaTopHbLIMU
rpu3Hakamm BocrnaaeHus (NenKoLMTo3, HEUTPODUIbHBIN CABUI GOPMYJbl, YBEIMYEHUE CKOPOCTU OCEAaHUS 3PUTPOLIMTOB,
MoBbIlIEHNE KOHUeHTpaummn C-peaKTnBHOro 6eska). OBHapyKeHWe paHHUX aHTUTeN K LUTOMEranoBUpPYyCHON UHOEKLMU
M BO36YAMTENIO KeLeBoro 60ppenno3a ykasbiBaam Ha MHPEKUMOHHYIO Mpupoay 3abo/ieBaHns. YCTaHOBIEH KITMHUYECKUI
anarHos: «MuKcT-uHoeKumns: Jlanm-6oppennos, 6e3sputeMHas ¢opma + Ccepo3HbI MEHUHIUT HEYTOYHEHHON 3THUOJI0MMH,
cpeaHen CTeneHn TSXKECTH, Hernagkoe TedyeHne. OCI0KHEHNEe OCHOBHOIO 3ab0/1eBaHus: TOKCUKO-alieprnieckuin gepma-
TUT, BTOPUYHASA Kapanonatusi TOKCMKO-MHOEKLUMOHHOro reHesa. ConyTcTBylolme 3aboseBaHUe: NpuobpeTeHHas LUUToMme-
ranoBupycHasi MHeKUmMs, reHepain3oBaHHas Gopma C rnopaxKeHmem pecrnnpaTtopHoOro TpaxTa (PMHOGaPUHIOTOHIUIIINT),
KOXM (CMHAPOM 3K3aHTEMbI) M OpraHoOB KPOBETBOPEHNS (@HEMMS TAXKEN0MN cTeneHn)». lNauneHT nepeBeseH U3 comatnye-
CKOro oTAeNeHUs B MHPEKUMOHHOE, rae MPOBEAEHO HECKOJIbKO KypCOB aHTMOMOTMKOTepanun (L4edTpuaKCoH, Ledenum,
MeporeHeM, BaHKOMUUMH), Ha3Ha4vyeHbl NPOTUMBOBUPYCHbIE rpenapatbl (BUGEePOHOBbIE CBEYM, aLMKIOBUP), BbIMOJHEHO
rnepenMBaHue apUTPOLMTapPHOMN Macchl Mo rMoBOAY TsxKesokn aHeMuun. Ha 18-e cyT 3a60seBaHUs BbINOJHEHO O4HOKpPAaTHOE
BBeAeHMEe UMMYHOITI06y/IMHa Ye/10BEYECKOro. Pe6eHOK BbinncaH C KIMHUYECKUM Bbi340p0BAEHMEM Ha 35-e cyT OT Havyana
3ab6oneBanuns. Ha 30-e cyT nocne BbIMUCKN 06HapyxeHa chopmumpoBaBLLasCs aHEBPM3Ma KOPOHapPHON apTepun, peTpo-
CrEeKTUBHO yCTaHOBJIEH AnarHo3: «bone3Hb KaBacaku». 3akatoyeHme. [lintesbHas IMxopaska Ha GoHe HecrneundUu4ecKnx
K/IMHMYECKMX NposiBIeHU 601e3HM KaBacakn cTana npuYnHOM no3gHen AnarHocTuku. 3abonieBaHme 6bli0 yCTaHOBIEHO
TO/IbKO 10C/€ Pa3BUTUS TUMIMYHOIO M BMECTE C TEM TAXKEI0r0 OC/IOKHEHUS] 60/1€3HU — aHEBPU3Mbl KOPOHaPHOM apTepuu.
Mepnatpam cnepyet cCoxpaHsATb HACTOPOXKEHHOCTb B OTHOLLEHMM CIy4aeB AIMTEIbHO COXPaHSIOLMXCA NPU3HaKoB Bocrasie-
Hus 6€3 yCTaHOBIEHHOI0 MHGOEKLMOHHOIo 3a60/1eBaHMS.

KnroyeBble cnoBa: KIMHMYECKMI Cllydal, 601e3Hb KaBacaku, AeTH, aHEBPHU3Ma KOPOHaPHbIX COCYA0B, MY/IbTUCUCTEMHbIN
BOCMaNTe/bHbIN CUHAPOM

Ana untnpoBanusa: EpmonaeBa tO.A., Tpuwkesny W.P, OopoweHko W.B., 3repckas T.B., Camonnosa (O.I., Tan C.A,,

LliImakoBa H.A. TpyaHOCTM CBOEBPEMEHHOM ANArHOCTUKK 60/1e3HN KaBacaku y 2-Meca4yHOro pebeHKa: KMHUYECKUIM cryHan.
Bonpockl coBpemeHHon neanatpumn. 2025;24(1):26-36. doi: https://doi.org/10.15690/vsp.v24i1.2856

OBOCHOBAHME

bonesnb Kaacaku (BK), unuM CUHLPOM KOXHO-CK-
3UCTBIX TMMPATUYECKUX Y3N10B — OCTPbIA JIMXOPAOUHbIM
CUCTEMHBbIV BackynuT, 85—-90% cny4aeB KOTOPOro BO3HMU-
KaeT y aeTen B Bo3pacte Ao 5 neT (MUK 3a60oneBaemMocTu
npuxoauTcs Ha Bo3pact 9-11 mec), 5-10% — B Bo3pacTe
fo 10 ner [1].

MonynsiUMOHHBbIM PUCK GONE3HWM BbIWE Yy MalibYUKOB
(21 cnyvan B cpaBHeHun ¢ 15 y paeBoyek Ha 100 ThiC.
fnetev B Bo3pacte 4o 5 ner) [2, 3]. PacnpoctpaHeHHOCTb BK
cpeau Aeten B Bo3pacTe [0 5 /ET Bbille B cTpaHax A3uu
(B AnoHmn — 239, HOHoM Kopee — 113, TavBaHe — 69, Tor-
[a Kak B CLLUA — 19 cnyyaeB Ha 100 TbiC. ,ETCKOrO Hacene-
HUA) [3, 4], a TaKKe cpeln KOPEHHbIX XUTenem TUXOOKEaHCKUX
OCTPOBOB (MeflaHe3uMLbl, NONUHE3UNLbI, MUKPOHE3UNLbI)
n adppoamepuKkaHues [5]. Kpome Toro, oTMeYeHbl CE30H-

Hble KonebaHuns 3aboneBaemocti BK. Hanpumep, B AnoHuu
1 KOxHom Kopee 3a601eBaeMoCTb Bhillie B sHBape 1 utone [3],
Toraa Kak B CLUA — B 3UMHMI 1 BeceHHuW nepuoabl [4, 5].
PacnpoctpaHeHHocTb BK B Poccun HensBecTHa. 10 HEKOTO-
pbIM AaHHbIM (MpKyTcKas obnacTtb), B 2006 r. oHa cocTaBnsna
4,4 cnyyaq, B 2013 . — 6,6 cnyyas Ha 100 TbiC. AeTer B BO3-
pacte o 5 net [6]. OTHOCUTENbHO HU3KWIA YPOBEHb 3abone-
BaeMOCTH, MO HalleMy MHEHWIO, MOXET ObiTb 06YyCnoBfeH
HW3KOWM BbIIBNSIEMOCTbIO, B TOM YMC/e MO NPUYMHE HeJocTa-
TOYHOM 0CBEAOMIEHHOCTU MEeAULIMHCKMX PabOTHUKOB.
MpoTteKkaeT BK ¢ pasB1UTHMeM NMXOPaA0YHOr0 BacKyuTa,
KOTOPbIA AMArHOCTUPYIOT MO COBOKYMHOCTM CMMMNTOMOB,
OGbEKTUBHbIX MPU3HAKOB GO0NE3HM W pel3ynbTaToB sabo-
paTopHbIX UCCEA0BaHUIM (NENKOLMTO3 CO CABUIOM BIIEBO,
TPOMGOLMTO3, YBEMYEHNE CKOPOCTWM OCEAAHUs 3PUTPO-
umtoB (COJ), noBbllEHNE KOHLUEHTpauum C-peakKTUBHOMO



6enka (CPB), a2-rnobynnHa v remornobuHa, yBenuMyeHue
KOoJInYecTBa 3pUTPOLIUTOB, rMnoanbbymmHemums) [1]. bonesHb
NPOTEKAET C MNOparKeHWemM apTepuin Manoro M cpegHero
Kanubépa, B TOM YMC/IEe U KOpPOHapHbIX aptepun [7, 8], 4To,
no-BMAMMOMY, CBSI3@HO C AIMUTENbHbIM TEYEHWEM CUCTEM-
HOro BocnanutenbHoro oreeta [9, 10]. PasnuyatoT nonHyo
W HenonHyo dopMbl 6051e3HU. [lepBylo yCTaHaBAMBaOT MpU
HannMuinuu y 60nbHOro nuxopagku 6onee 38 °C He MeHee
4 cyT 1 He MeHee 4 13 5 KIMHMYECKUX CUMMNTOMOB 60nes-
HU (pacluMpeHne COCydOB KOHbBIOHKTMBbLI, BOcnaneHue ryé
W POTOBOWM MOJSIOCTU, UBMEHEHUSA NEepUPEPUYECKUX OTAENOB
KOHEYHOCTEN, 3K3aHTeMa, WenHas numdbageHonaTtms) [1].
MNoparKeHne KOpoHapHbIX apTepUi NO AaHHbIM 3XOKapAuo-
rpadun (9xoKI) no3BonseT BbICTaBNATb AMArHO3 Npu Hanu-
ymm 3 kputepureB 13 5 [1]. HenonHaa ¢opma BK MoxeT 6biTb
yCTaHOBJ/IEHA MPU MEHbLIEM KOJMYECTBE NPU3HAKoB 60ne3-
HU (2 M3 5) NpM HaNM4YUK MOopaxKeHUs KOPOHapHbIX apTe-
pui, B TOM 4ucne ¢ dopmmpoBaHnem aHeBpuambl [1, 11].
HenonHbin cumntomokomnieke BK vawe auvarHoctupytoT
y AeTen nepBbix 3 MeC ¥MU3HU [12, 13]. MatoreHe3 aHeB-
pM3MaTUYECKOro pacliMpeHnss KOPOHaPHbIX cocyaoB npu bK
onpegensieTcs atepoCKIepoTUYECKUMK, BOCMHaNUTENbHbLIMM
W HeBOCNanuTenbHbiMKM MexaHnamamu [14, 15]. bK aBnsetcs
Hanbosiee 4YacTon NPUYNHON NMOPaXKEHUST KOPOHApPHbIX apTe-
pui y geTten n BTOPOM no 4yacTtote — y B3pocnbix [15-17].

PaspaboTka yHMPUUMPOBAHHOIO MNOAXOAa K paHHEw
amnarHoctuke bK He nzbasuna OT cny4aeB NO34HEro (PeTpo-
CMEKTUBHOI0) yCTaHOBNEHMSA AnarHo3a 3aboneBaHuns TONbKO
nocne pasBUTUS TAXENbIX OCIIOKHEHWUI, CBA3aHHbIX C Nopa-
YEHWEeM KOpOoHapHbIX aptepun [18, 19]. Huxe npencras-
JIEH TaKoW cny4yan, AEMOHCTPUPYIOLWMIK CMOXHOCTU CBoOe-
BpPEMEHHON AnarHocTnkmn bK, o6ycnoBfeHHble OTCYTCTBUEM
OCHOBHbIX KITMHUYECKUX NPOSBAEHUI 60/1€3HM U OLIMOGOYHOM
WMHTEepnpeTaumen pesynstatoB MUMMYHODEPMEHTHOMO aHanm-
3a Ha Bo36yauTens 6one3Hu Jlanma B OCTPOM nepuoae.

KNUHUYECKHUHA NPUMEP

O naumeHTe

B comartuyeckoe oTaeneHue OEeTCKOW ropoAcKon 60/b-
HUUbI NocTynuna geBoyka M., Bo3pacT 2 Mec, C anobamu
(co cnoB poautenen) Ha TemnepaTypy Ao 38,6 °C, BANOCTb,
HaCMOPK, CbliMb.

AHamMHe3 6o0/s1e3HM. 3aboneBaHWe Ha4vanoCb OCTPO
C HacMOpKa 1 06USIbHOTO CIM3UCTOro OTAENSEMOrO U3 Hoca.
Y4yacTKOBbIM Bpa4yoM-rneanaTpoM COCTOSIHME pacLIEHEHO KaK
NposiBIEHNE OCTPOW PECnMPaTOPHOM BUPYCHOM MHOEKLMMU,
Ha3Ha4YeHO CHMMMTOMaTUYEeCKOe JfevyeHue (NpoMbiBaHWeE
HOoca GM3MONOrMYECKMM PACTBOPOM, MPUEM KaAPOMOHMUKAI0-
wmx). Ha Tpetun aeHb 60/1€3HN OTMEYEHO NOSIBIEHME CbIMK
1 noBblWeHWe TemnepaTypbl Tena ao 38,5 °C, B CBS3U C YEM
Bbl3BaHa 6puraga CKOpon MeanLMHCKON NOMOLLM, pebeHoK
rocnutann3npoBaH ¢ avarHosom: «OPBW, ocTpbii puHOda-
PUHIUT, TOKCUKO-aNNEPruYeCcKni 4epMaTuT».

AHamMHe3a }XM3HHN. Pe6eHOK 0T NepBon 6epeMeHHOCTH,
nepBbix poaoB. M3 aKylepCcKo-rMHEKONOrMYeCcKoro aHam-
He3a maTepu M3BECTHO, YTO pebeHOK 3a4aT METOAOM 3KC-
TpaKoprnopanbHOro onnogoTBopeHus. epBbii TPUMECTP
NpoTEKan C yrpo3ow npepbiBaHUs GEPEMEHHOCTU U Kpo-
BOTEYEHMEM Ha 7-# Hep, MNOBbIWEHWEM apTepuanbHOro
nasnenns (A) — Ha 24-n Hen rectauuun. Poabl B CpoOK
(39 Hea n 3 cyT) nyTem onepauum KecapeBa ceveHus, mac-
ca Tena npu poxaeHnn — 3490 r, aonnHa Tena — 52 cwm,
OKPYXHOCTb rofIoBbl — 33 CM, OKPYXXHOCTb rpyan — 34 cwm,
BCe MOKa3zaTesiM COOTBETCTBYIOT recTalMOHHOMY BO3pacTy.
OueHka no wkane APGAR — 8/9 6annoB Ha 1/5-1 MUH
COOTBETCTBEHHO. B poaunbHom pome nposBoanan ¢oTo-
Tepanuio B CBA3W C reMoJITUYEeCKOn 60Ne3Hbl0 HOBO-
pOXAEHHbIX No cucteme ABO, xentywHas dopma, Ierkon
cTeneHu TaxecTu. B ambynaTtopHyto ceTb peb6eHOK BbiMncaH
Ha 7-e CYT XM3HUW. BckapmnuBaHue aganTUpOBaHHbIMM
MOJIOYHBIMW CMECSAMM C POXKAEHUS.
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Challenges of Timely Kawasaki Disease Diagnhosis
in 2-Month-0ld Child: Clinical Case

Background. Kawasaki disease is an acute febrile systemic vasculitis occurring primarily in children under the age of five years
old. It is characterized by high risk of cardiovascular complications development, including coronary vessels aneurysm. Its timely
diagnosis is difficult in the absence of major clinical signs. Clinical case description. 2-month-old child developed a disease with
the signs of respiratory infection, exanthema syndrome, severe anemia, thrombocytosis; he has laboratory signs of inflammation
(leukocytosis, neutrophil shift, increased erythrocyte sedimentation rate and C-reactive protein level). The detection of early antibodies
to cytomegalovirus infection and tick-borne borreliosis causative agent indicated the infectious nature of the disease. Clinical diagnosis
was established: “Mixed infection: Lyme borreliosis, non-erythematous form, and unspecified serous meningitis, moderate severity,
non-mild course. Prior disease complication: toxic-allergic dermatitis, secondary cardiopathy (toxic-infectious origin). Comorbid
conditions: acquired cytomegalovirus infection, generalized form, with involvement of respiratory tract (nasopharyngotonsillitis), skin
(exanthema syndrome), and hemopoietic system (severe anemia)”. The patient was transferred from somatic to infectious department,
where he was administered with several courses of antibiotic therapy (ceftriaxone, cefepime, meropenem, vancomycin), antiviral drugs
(viferon suppositories, acyclovir), RBC-transfusion was performed due to severe anemia. Single administration of human immunoglobulin
was performed on the 18th day of the disease. The child was discharged with clinical recovery on the 35th day from the disease onset.
Coronary artery aneurysm was revealed on the 30th day after discharge, retrospective diagnosis was established: Kawasaki disease.
Conclusion. Prolonged fever with nonspecific clinical manifestations of Kawasaki disease resulted in its late diagnosis. The disease was
revealed only after the development of typical and at the same time severe complication — coronary artery aneurysm. Pediatricians
should keep awareness on cases with long-term signs of inflammation with no established infectious disease.

Keywords: clinical case, Kawasaki disease, children, coronary vessels aneurysm, multisystem inflammatory syndrome
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

CemeliHblA aHamHe3. MaTtb — 43 ropga, 300pOBa;
otel, — 40 net, cTpagaeT 6pPOHXMaNbHOM aCTMOM, CEHCUOHU-
nM3auus K NbinbLe 6epesbl M TONoNS.

®dusukanbHaa AUarHocTuKa

CocTosiHMe Mpu MNocCTynneHun Ha 3-W [eHb 3abonesa-
HWS pacLleHEeHO KaK cpefHeW CTEneHu TSKecTu 3a cuer
MHTOKCUKaLMK, BbICOKOM Temnepatypbl Tena (go 38,5 °C)
U BbIPA¥EHHOr0 CMHAPOMa 3K3aHTeMbl (MATHUCTO-Nanynes-
Hble BbICbINaHWUS Pa3HOro AMameTpa, MecTaMu — C/MBHbIE,
60/1€e€ BbIPAXKEHHbIE HA HUXHUX KOHEYHOCTSX, NINLLE, CNINHE,
rpyau, 6e3 3yaa). Mpu aycKkynbTaLMu Nerkux BbiCIyLUMBaAETCS
YECTKOe AblxaHue, XpUnoB HeT, catypauuns — 98%.

JlaGopaTopHble U UHCTPYMEHTaJIbHble

uccnefgoBaHus

B ageHb rocnutanusauuu npoBeAeHbl CKPUHMHIOBbIE
NabopaTopHble U  WHCTPYMEHTallbHble WCCNefOoBaHUS.
1o gaHHbIM peHTreHorpaduMmn OpraHoB TPYAHOW KIETKM
BbISIB/IEHbI YCUIEHWE COCYANCTOr0 KOMMOHEHTa JIEFOYHOr0
PUCYHKa, MPU3HaAKM OCTPOro 6poHxuTa. B KaMHMYecKoMm
aHanM3e KpoBU — JIEMKOLMTO3 CO caBUromM GOopmysbl
BN€BO, B OMOXMMWYECKOM aHanuM3e KPOBWU — MOBbIWEHKE
KOHUeHTpauun CPB go 10 mr/n, B CBA3W C YeM Ha3Ha-
yeHa cTapToBas aHTMOMOTMKOTEpanusa (aMnUUUAIUH +
cynbb6aKkTaMm). NpM3HaKKM aHEMWUKM JIEFKOW CTEMEHU TAXKECTH
(remorno6uH — 105 r/n) B NepBbIX KIMHUYECKUX aHau-
3aX KPOBWU C MOCNEAYOWUM CHUXEHWEM KOHLLeHTpaLuu
remornobuHa Ha 7-e cyt 6one3Hn Jo 88 r/n pacueHe-
Hbl KaK GM3MO0SI0rMyeckoe CoCcTosHMEe. IMMYHOMO6GYINHbI
Knacca M (IgM) K KancugHomy u paHHeMmy 6efiky Bupyca
OnwrenHa — bapp, a Takke IgM K BMpycy NpocToro rep-
neca MeToaomM UMMyHOpepmeHTHoro aHanusa (MPA) He
o6Hapy»eHbl. O4HaKO Ka4eCTBEHHbIM METOAOM BbISiBAEHbI
1M K uMTOMEranosupycHom nHdekuunun (LLMBHN).

Puc. 1. IutHamMmnKa KONMYeCTBa IeMKOLMTOB B NEPUOA rocrnmTannsaLmm

Fig. 1. Leukocytes level changes during hospitalization
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MpeaBapuTenbHbI AUArHo3

MprobpeTeHHaa UUTOMEranoBmMpycHas MHPEKUUs, reHe-
panu3oBaHHas ¢opma C MNopaxKeHWEeM pPecnuMpaTopHOro
TpaKTta (PMHODAPUHIOTOH3UNNUT), KOXKN (CUHAPOM 3K3aHTe-
Mbl) U OpPraHOB KPOBETBOPEHUS (aHEMUSI CPELHEN CTEMNEHM),
cpefHen CTeneHn TAXeCTH, ragKoe Te4yeHune.

AnHaMHuKa U ucxopbl

B TeyeHne nepBon Hepenn 60n1e3HM — 6€3 AMHAMUKW.
B cBA3n ¢ o6HapyxeHuneMm IgM Kk UMBW u otcytctBHEM
addeKTa OoT NPoOBOAMMOM Tepanum Ha 7-e CcyT 60Ne3HM
pebeHOK B NI@aHOBOM MopsaKe nepeBefeH B MHQEKLMOHHOE
oTaeneHue AeTCKON MHMEKLIMOHHON BONbHULIbI.

Ha npotsxkeHun 4 cyT npebbiBaHUA B MHPEKLMOHHOM
CcTaluMoOHape COCTOSIHME 3[40pO0BbSi pebeHKa 6e3 MONOXKM-
TeNbHOW AMHAMWKK. KOXHble NOKPOBbI 6/1eAHble, YMEPEHHOM
B/IAXXHOCTH, CbiMNb NATHUCTas, CBETI0-po30Bas, 6e3 3yaa, Ha
HEM3MEHEHHOM POHE KOXM, Mo BCceMy Teny, 6onee obunbHas
Ha HUXXHWX KOHEYHOCTSX, WeNyLWeHUs U 0Te4YHOCTU HeT. Kpaw
neveHn +1,5 cM n3-nog Kpas pedbepHon ayrn. CTyn KUAKUnM,
3/10BOHHbIN, 3€/1EHOM0 LBeTa Ha MPOTAKEHUU BCEW rOCMU-
Tanuzauuu. JlabopaTopHble UCCNefoBaHUSA AEMOHCTPUPYIOT
nocTeneHHoe yBean4yeHme Konnmyectsa NeMKOUMTOB U TPOM-
6ouuntoB, CO3 n KoHueHTpaumn CPb 1 04HOBPEMEHHO CHU-
YEHWEe KOHLEHTpauMuM reMornobrvHa M KofiuvyecTBa 3pwT-
pouuToB (puc. 1-6).

C yyeTom coxpaHstoLencsa nuxopaaku (4o 38,4 °C), coH-
JIMBOCTU U OTKa3a OT eAbl A1 UCKIIYEHUS MEHUHIMUTa Ha
10-e cyT 60/1€3HM BbINOMAHEHA NllOMbBaNbHas NyHKUMSA: B JINK-
Bope unTo3 420 KN/MKI, U3 HUX HenTpodunbl — 125, numaoo-
uMThl — 280, MoHOUUTBI — 15, peakuus MNaHaM — MONOXMu-
TeNlbHasi, YMEPEHHO CHUMKEHa KOHUEHTpaLuuMs roKo3bl — A0
2,8 Mmonb/n (HopMa 2,79-3,89 MMosb/n), 06LWMi 6eN0K —
0,5 r/n (Hopma 0,22-0,33 r/n). UccnegoBaHne CNIMHHOMO3-
rOBOW XWOKOCTU METOAOM MOAMMEPA3HOM LIEMHOM peaKLunm
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Mepviog rocnutanusauum, cyt

WcTouHuKk: Epmonaesa 0.A. 1 coaBT., 2024.
Source: Ermolaeva Yu.A. et al., 2024.



Puc. 2. luHaM1Ka KoNnM4ecTBa 3pMTPOLIMTOB B NMEpPUO/ rocnutanm3auum
Fig. 2. Red blood cell level changes during hospitalization
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McTouHumK: Epmonaesa HO.A. 1 coaBr., 2024.
Source: Ermolaeva Yu.A. et al., 2024.

Puc. 3. JuHaMu1Ka KonnMyecTBa TPOMGOLIMTOB B NEPUOS roCrUTan3aLmm
Fig. 3. Platelet level changes during hospitalization
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MctoyHuk: Epmonaesa HO.A. 1 coaBr., 2024.
Source: Ermolaeva Yu.A. et al., 2024.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 4. JuHamnKa KOHLeHTpaL/MK remMornobuHa B Nnepuos rocnutanmaamm
Fig. 4. Hemoglobin level changes during hospitalization
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WcTouHuk: Epmonaesa 0.A. 1 coaBT., 2024.
Source: Ermolaeva Yu.A. et al., 2024.

Puc. 5. JuHaMrKa CKOPOCTU OceaHnsa 3pUTPOLMTOB B NEPUOS rocnuTannsaumm
Fig. 5. Erythrocyte sedimentation rate level changes during hospitalization

60 ]

50

CKOpPOCTb OCefaHusi 3pUTPOLIUTOB, MM/4
w
o
1

4 7 9 11 13 14 16 19 20

Mepuop rocnuTanusaumm, cyt

WcTouHuKk: Epmonaesa 0.A. 1 coaBT., 2024.
Source: Ermolaeva Yu.A. et al., 2024.
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Puc. 6. IuHamunKa KOHLeHTpaLum C-peaKTMBHOrO 6eflKa B Nepuoj rocnutannsaLm

Fig. 6. C-reactive protein level changes during hospitalization
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McTounmk: Epmonaesa HO.A. 1 coaBr., 2024.
Source: Ermolaeva Yu.A. et al., 2024.

(MUP) Ha LUMBMW, Bupyc AnwtenHa — bapp, BUpYyC NpoCToro
repneca 1-ro U 2-ro TMINOB — pe3y/bTaTbl OTPULATENbHbIE.
BaKTepronornyeckunit NoceB NMKBOPA Ha NUTaTENbHYIO cpeay
pocTta 6aKkTepuanbHon Gnopbl He BbISIBU (pebeHOoK 8-e cyT
nonyyan aHTMGaKTepuanbHylo Tepanuio).

B CBSI3M C TAXKECTbIO COCTOSAHMS, AIUTENBHOCTLIO IMXOPAAKH,
MOBbILEHNEM aKTUBHOCTU GEPMEHTOB — NabopaToOpHbIX Map-
KepoB MNopaxeHus MMoKapAaa (nakrataerngporeHasnl (140 —
no 778 En/n (Hopma ao 430 Ea/n), kKpeaTMHPOCHOKUHAZLI
MB — no 67,7 Ea/n (Hopma ao 65% ot obuen kpeatuHdocdo-
KWHa3bl)) 1 HOpPMaSbHbIX NoKasaTenen KpeatMHGOCHOKMHa3bI
(K®K) — 84 Ea/n (Hopma ao 295 Ea/n) v KOHUEHTpaumu dep-
puTMHa — 576 MKr/n (Hopma 200-600 MKr/n) Ha 11-e cyT
60ne3HN (4-# OeHb rocnuTanu3aumm B UHOEKLMOHHBIN CTa-
LiMOHap) pebeHOK KOHCYNbTUPOBaH KapAWOAoroM, BbiCTaB/eH
AnarHos: «BtopuyHas KapanonaTusi TOKCMKO-MHOEKLMOHHOMO
reHesa. BropuyHbin mMuokapamt? HKO». HasHayeHa IxoKT,
O[lHaKO MaTONOrMYEeCKMX M3MEHEHUM MWOKapAa He BbisiBre-
HO. Ha aneKTpokapanorpamMme 3aperucTpupoBaHa cuHycoBas
TaxuKapauns Ha poHe BecrnoKoncTBa pebeHkKa.

Pe6eHOK nepeBeaeH B oTAeNleHUe peaHnMaunn U UHTEH-
cuHon Tepanun (OPuUT) Ha 13-e cyT 60/1€3HU C NPOAOSI-
XeHneM aHTubaKTepuanbHOW Tepanuu (MeporneHem +
BAHKOMMLMH) U Ha3Ha4YeHWeM MNPOTUBOBMPYCHOM Tepanuu
(aumknosup). Mpu ocmoTpe pebeHOK BSASbINA, MAaKCUBLIN,
nocTaHblBaeT, oTMeYeHbl 61eHOCTb U MPaAMOPHOCTb KO-
HbIX MOKPOBOB, YyKa3blBalOWMWe Ha HapylweHWe reMoauHa-
MUKW, KpOME NSATHUCTOM CBETN0-PO30BOM CbiNM NO BCEMY
Teny, KoTopas CoxpaHsanach ¢ NepBOro AHSA rocnuTann3aimim,
Ha NpaBoOM LWeEeKe MNOSABUINCb MHOXECTBEHHbIE METEXMMU.
Mo faHHbIM GUMOXMMMYECKOrO aHann3a KPOoBW: MOBbIWEHKWE
aKTMBHOCTM acnapTtataMuHoTpaHcdepasbl (ACT) go 69 Ea/n
(Hopma po 55 Ean/n), anaHnHamuHoTpaHcdepasbl (AJIT) — go
72 En/n (Hopma go 56 Ef/n), npn HopMasbHbIX 3HaYEeHUAX
nar (217 en/n) n KOK (ao 25 Ea/n), 4to yKasbiBano Ha

nopa*KeHne nevYeHn TOKCUKO-UMHDEKLMOHHOro reHesa. [pu
NOBTOPHOM UCCNELOBAHUN CbIBOPOTKM KPOBM MaLMEHTKM
meTtoaoM MDA kpome I1gM K LLMBW BobisBneHbl IgM K BO36Y-
[OWTENo MKCOA0BOro KnelleBoro 6oppennosa (tutp 1 : 3200)
B OTCYTCTBME daKTa (CO CNoB poauTenen) npucacbiBaHUs
W Nponon3aHua Kiewa.

B pesynbrate 6aKTEPUONOrMYECKUX UCCNef0BaHUMA KPo-
BW, MOYM, Kana M HaszodapuHreanbHoOro cekpeta, 3abop
KOTOPbIX OCYLLECTB/IEH NPU NOCTYNNEHUN B MHOEKLMOHHbIN
CcTaumoHap, y pebeHKa UCKIoYEHbl MaToreHHas U yCNoBHO-
natoreHHas Mukpodopa. AHann3 NTMKBOpa Ha BO36yaAUTENN
repneTMYecKmx, IHTEPOBUPYCHbIX, KNELWEBbIX U APpYrux 6akK-
TepuanbHbIX MHPEKLMI HE Aan MNONOKUTENbHOMO pe3ynbraTa.
MoneKynspHo-reHeTu4ecKoe MccnefoBaHne HOCOrOTOYHOM
CNU3K Ha BMpPYCbl rpunna, naparpunna, pecnMpaTopHO-CUH-
LMTUaNbHOrO, aleHO-, KOPOHa-, MeTanHeBMO-, 60Ka-, PUHO-
BUPYCbl U AHTEPOBUPYCHI, Kana — Ha BO36yauTENen canbMo-
Hennesa, wurennesa, KamnunobakTepuosa, ageHo-, poTa-,
acTpo- M HOPOBUPYCOB MHGMEKLIMOHHBIX areHTOB He BbIBWIIO.
MeTtogom UDA ¢ onpegenenunem IgM, IgG M cyMMapHbIX aHTH-
Ten He obGHapyXeHbl BMPYCbl MMMyHOAedUUMTa YenoBeka
(BUY), BupycHoro renatuta B u C, Toxoplasma gondii.

Ha 15-e cyr 601€3HM COCTOSIHME YXYAWMWIOCh, Kpome
nocnabneHuns ctyna NosiBMAUCH cpbirBaHms o 10 pa3 B CyTKM
W, KaK cneacTBue, exxeaHeBHas noteps maccol Tena (puc. 7).

Ha BceM npoTtsaxeHuun neveHms B OPUT (¢ 15-x no 18-e cyT)
60/1€3HN COCTOSIHWE OCTaBanoCb CTabWbHbIM. Y4uTbiBas
coxpaHsoWyca nuxopagky (MakcumanbHo go 39,2 °C),
M3MEHEHUSA B KIMHWYECKOM aHanu3e KpoBW (NEeMKOLMTO3,
BblcOKass COJ, HapacTalolas aHemusi, CHUKEHWe remarto-
KpuTa) n otcyTcTBue addeKTa OT aHTUbaKTepuanbHON Tepa-
nuu, Ha 18-e cyT 60/1e3HM NpoBeAeH BpayebHbl KOHCUIUYM
C y4aCTUEM rMaBHOMo BHELWTATHOro AETCKOro rematosiora ans
ncktoyverns bK. Mo npuynHe oTCyTCTBMS AOCTAaTOYHbIX OCHO-
BaHWW MarHo3 yCTaHOBJIEH He Obl (CM. Tabnuuy).
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KnuHunyeckKoe Ha6noaeHue

Puc. 7. JuHamuKa maccbl Tena ¢ poXAeHWst 10 BbIMUCKKU U3 cTalMoHapa
Fig. 7. Body weight dynamics from birth to discharge from the hospital

----- z-3HaveHue: 0,29
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Macca Tena
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JnHammnka maccel Tena B nepuon rocnutannsaummn

MpumeyaHue. OPUT — oTaeneHne peaHumaLlnm U UHTEHCMBHOM Tepanuu; SD — cTaHAapTHOE OTK/IOHEHHME.

WUcTouHuk: Epmonaesa H0.A. 1 coaBT., 2024.

Note. ICU (OPuT) — intensive care unit; SD — standard deviation.

Source: Ermolaeva Yu.A. et al., 2024.

Ta6auua. Kputepun 6one3nin KaBacaku 1 ero npusHaKku y nauneHTku M.
Table. Kawasaki disease criteria and its signs in female patient M.

noBbllWeHWe KoHUeHTpauun CPb

(co 2-i Hep 3aboneBanuns), CO9 — 52 mm/4, CPB — 18 mr/n,

Kputepuun 6onesuu KaBacaku [10] JaHHble nauueHTa BbiBOg
Bepaywue Kputepumn
OnuTtenbHasa runeprepMus (He meHee 4 cyT) Jluxopaaka > 38 °C ¢ 1-x no 19-e cyt 601e3HU* +
PaclwupeHue cocyfoB KOHBIOHKTUBLI C ABYX CTOPOH M3MeHeHus oTCyTCTBYIOT -
BocnaneHue ry6 n cnn3ncton 060/104KM pOTOBOM NMOIOCTH
MN3MeHeHWs oTCyTCTBYIOT -
(cyxocTb, apuTema, runepTpodms COCOYKOB A3bIKa)
M3meHeHns nepudepryecKnx oTae1oB KOHEYHOCTEN .
LenyweHnn 1 OTEKOB HET -
(aputema, oTeK, LWenylweHue)
Cohinb KoxHble NOKPOBbI 6nefHble, CbiNb NATHUCTas, CBETN0-PO30Bas, +
no Bcemy Teny, 06unbHas Ha HUXKHUX KOHEYHOCTAX
LLenHaa numbageHonatus JinmdaTtnyeckne y3nbl He yBeNnYeHbl -
AXxoKIN — aHeBpM3Ma KOPOHapPHbIX COCYA0B Matonorunv Ha 16-e cyT rocnutann3aunm He BbISBNEHO -
[lononHuUTeNbHbIE KPUTEPUU
HenyaoyHo-KuLWeYHbIV TPaKT: Avapes, peoTa, .
yA P Avapes, p Huakuit ctyn, cpbirnBaHune +
60/b B }KMBOTE
HeBponorunyeckue: nneouunTos B LepebpocnnHanbHoOM
MUOKOCTK, CyAOPOru, Noteps CoO3HaHW4, napanuny LnTo3 420 K1 /MKN +
NMUEBOro HepBa, KOHEeYHOCTEN
OpraHbl AblXaHWS: Kallenb, pPUHOpes, 3aTeMHEHUS
. . PuHopes +
NeroyHbIX nonemn Ha 0630pHON PeHTreHorpamme
KpoBb: nenkoLmnTo3, TPoM60LKTO3, BbicOKOe COJ, Nenkoumntsl — 26 X 102/n, TpoM60LUTEI — 758 X 109/n +

Moua: npoTenHypus, cTepunbHas NeNKOLUTYPUS

OTKNOHEHW He OBHapPYKEHO

lNpumevarme. IxoKIr — axoKapaunorpadus; CO3 — ckopocTb ocefaHuns aputpountos; CPB — C-peaKTUBHbIN 6ENOK. «+» YKa3blBaeT Ha Hanu-
Yue npusHaka y 60/1bHOro, «—» — Ha OTCYTCTBUE. <*> — Ha 18-e cyT 601e3HM NpoBeAeH BpavyebHbIi KOHCUINYM A1 UCKIOYEHUS 60NEe3HU

KaBacaku.

Note. EchoCG (9xoKIN) — echocardiography; ESR (CO3) — erythrocyte sedimentation rate; CRP (CPB) — C-reactive protein. «+» indicates the
presence of a sign in the patient; «—» indicates the absence of a sign in the patient. <*> — council of physicians was held to exclude Kawasaki

disease on the 18th day.




Mo peaynbtatam Bpa4yebHOro KOHCUIMYMa 3anofgo3peH
MY/IbTUCUCTEMHBIV BOCMANUTENbHbIA CUHAPOM, PEKOMEHLOBAHO
Ha3HavyeHne MMMYHOIN06yIMHa YenoBeKka HopmanbHoro ¢ IgG
1 1gM NpoTvB BO3BYAUTENEN LUMPOKOIO CNEKTPa MHOEKLUIA U UX
TOKCMHOB B A03€ 1 I/Kr Macchbl Tena BHYTPMBEHHO ABYKpPaTHO.
Mpenapat BBeaeH Ha 18-e cyT 601€3HU. AHTUKOArynsHTHYO
Tepanuio B CTalMOHape He NpPoBOAMAM B CBSI3M C OTCYTCTBM-
eM rfoKazaHui. Kpome MMMyHOrnobynnHa, pebeHoK nonyyan
HECKOJIbKO KypCcOB aHTMOUOTUKOTEpanuu (LedTprnaKkcoH, uede-
MMM, BAHKOMULWMH, MEPOMNEHeM), MPOTMBOBUPYCHbIE Npenaparsl
(cynnosuTtopun MHTEpdEpPOH anbda-2b , aLMKIoBKUpP), NPOBOAK-
NIMCb AE3MHTOKCUKALIMS W NepenvBaHue 3pUTPoLIMTapHOR mac-
Cbl B CBSI3U C aHEMUEN TAXKENON cTeneHu (Ha 19-e cyT 6051e3HM
remMorio6uH — 69 r/n, aputpouuTsbl — 2,32 X 1012/n).

Ha 20-e cyT 60/1€3HM OTMEYEHO CHMXKEHUE TeMMNepaTypbI
Tena po 37,3 °C, ynydleHne camMO4yyBCTBMUS (NosiBAEHME
anneTtuta, pebeHOK CTan aKTMBHbIM, Hayan ynablb6aTbcs),
yBeNnMyeHne macchl Tena, ucyesna ak3aHTema, npexkpalieHa
MHOY3MOHHaa Tepanus, 3apuKcuMpoBaHa HOpManusauus
rnokasaTenen KIMHUYECKOro aHan13a Kposu (cM. puc. 1-6),
13 andpdepeHumnanbHoro psga 6biimM UCKIKOYEHbl CUCTEMHbIE
3aboneBaHus (LE-kneTku He OoBGHapyXeHbl, TUTP aHTUHYK-
neapHoro ¢aktopa meHee 1 : 160). Ha 23-e cyT 6051€3HMU
npoBegeHa nosTopHaa AxoKIl cepaua v OKpyxKalowmx ero
TKaHewn, NaTo/IorM4eCKUX U3MEHEHWUI HE BbISB/IEHO.

MauneHTKa BbiNMCcaHa M3 MHGEKLMOHHOro crauMoHapa
Ha 36-e cyT OT Havyana 3aboneBaHWs C OKOH4YaTeSlbHbIM
avarHosom: «OcHOBHOW AnarHo3: MMKCT-UHOeEKLUS: Jlanm-
6oppennos, 6e3aputeMHas dopma + CEPO3HbIN MEHWH-
MT HEYTOYHEHHOM 3TUONOIMKU, CPedHEeN CTEMEHU TAXKECTH,
Hernagkoe TeveHune. OCNoXXHeHNe OCHOBHOMO 3ab0/ieBaHuUsA:
TOKCUKO-aneprmyeckmMin fepmaTtuT, BTOpMYHas Kapanonatus
TOKCUMKO-UHDEKLMOHHOro reHesa. ConyrcTBylowmne 3abone-
BaHue: npuobpeteHHas LLMBMW, reHepanui3oBaHHas ¢popma
C MOpaXeHWEeM pPecnmMpaTopHOro Tpakta (PUHOMAPUHIOTOH-
3UNINT), KOXKKU (CUHOPOM 3K3aHTEMbI) U OpPraHOB KPOBETBO-
peHUsa (aHEMUS TSXKENON CTeneHu)». 3aKoHHbIM NpeacTaBu-
TensmM NauMeHTKM peKoOMeHA0BaHO 06paTUTbCa C pebeHKoM
B Hay4Ho-uccnegoBatenbckun MHCTUTYT (HUWN) Kapamonorun
(r. TomCK) ans HabnoAeHUs y Bpada-Kapauonora ¢ ob6s3a-
TenbHbIM NpoBegeHnemM IxoKIl cepaua B AMHaMuUKe.

Yepes oanH MecsiL, nocne BbINMUCKX B NIaHOBOM Nopsa-
Ke BblnosHeHa IAxoKI (65-i aeHb 3aboneBaHusl), Ha KOTO-
por 0BHapYy*KEHO pacluMpeHne NEBON KOPOHAPHOW apTepuun
(3,5 MMm), npaBasi KopoHapHas aptepus — 6e3 M3MeHe-
HuK (1,9 mwm). [na gononHuTenbHOro o6cnefoBaHua pebe-
HOK rOCMWTanuM3uMpoBaH B KapAMOXMpypruyeckoe oTaene-
Hue HNUW Kapamonoruu, rae BbiNOAHEHa MynbTUCNMpalbHas
KomnbloTepHas Tomorpadpua (MCKT) ana yTOYHEHUS CTPYK-
Typbl KOPOHapHbIX apTepun. OBHapy>KeHa cepus aHeBPU3M
NIeBOM KOPOHApHOW apTepuu: B MPOKCMManbHOM oOTaefne
pacwupeHue go 2,8 mm, B cpegHeM cermeHte — o 3,8 mm
(pnc. 8). Ha ocHOBaHWKM MOMyYEHHbIX OaHHbIX YCTaHOBEH
avarHos: «bonesHb KaBacaKuM C MHOXECTBEHHbIMM aHeB-
pv3Mamu N1eBOM KOPOHapHOM apTepun». Y4uTbiBas yooBMeT-
BOPUTENbHOE COCTOSIHME pebeHKa, Xopoline MnokasaTenu
reMoAMHaMMKKU M OTCYTCTBME 30H HapPyLIEHWS JIOKanbHOM
COKpaTMMOCTU MUOKapAa no AgaHHbIM IxoKI, a Takxe coxpa-
HEHHbIA KOPOHaPHbIM KPOBOTOK M HEU3MEHEHHYIO MpaBylo
KOPOHapHYO apTepuio, 6b110 MPUHATO pelleHne O AabHen-
LeM HabngeHn NaumMeHTKN B ambynaTopHOM CETU Bpa4yoMm-
Kapaunonorom ¢ noBTopHbIM npoBeaeHnem KT, AxoKI yepes
3 Mec (paHblue — no nokasaHusam) B HUU kapanonoruu.

MporHos
BK He npeacTtaBnser caMoCTOSTENbHOM OMAaCHOCTU Ans
M3HU NaLMEHTKM, 0HaKo chopmMUpoBaBLLMECS B pe3y/bTa-

Puc. 8. dneKTpokapanorpadus, CUHXPOHU3UPOBaHHas

C My/bTUCNIMPANbHOW KOMMbIOTEPHOM TOMOrpaduen —
KOpOHapOBEHTPUKyNorpaduen y naunmeHTkn M., Bo3pacT 4 mec

Fig. 8. Electrocardiography synchronized with multispiral computed
tomography — coronaroventriculography in female patient M.,

4 months old

lMpumedaHue. TonwmHa cpe3oB 0,625, BHYTPMBEHHOE BBEAEHME

KOHTPAaCTHOro BellecTBa «YNbTpaBucT-370» 7 M co cKopocTbio 1 ma/c.

A, B — 3D-peKoHcTpyKLuH, B, I — MynbTUNAaHapHble PEKOHCTPYKLIMK.
Ha cepun KT-ckaHOB KOpOHapHbIe apTepun OTXOASAT TUMUYHO, CTBON
NeBOW KOpoHapHoM apTepun 1,8 MM B AnameTpe, AMaMeTp YCTbst
nepeaHen HucxoasLen aptepum B yctbe — 1,5 MM, N0 xo4y apTepuu
cepvsi aHEBPU3M: B MPOKCUMAbHOM CerMeHTe — Ao 2,8 MM,

B cpeaHeM — [0 3,8 MM, AUCTabHbIM CEFMEHT HOPMaJIbHOMO pa3mMepa.

CTpenkamu yka3aHa cepusi aHeBpU3M JIEBOM KOPOHAPHOM apTepuy.
WcTouHuK: Epmonaesa H0.A. 1 coaBr., 2024.

Note. Slice thickness 0.625, intravenous infusion

of the contrast substance Ultravestis-370 7 ml (1 ml/second).

A, B — 3D reconstruction, C, D — multiplanar reconstructions.

On CT scans series: coronary arteries have typical routes, left
coronary artery trunk is 1.8 mm in diameter, opening diameter

of anterior descending artery is 1.5 mm, several aneurysms along
the artery: in the proximal segment — up to 2.8 mm, on average —
up to 3.8 mm, the distal segment has normal size. Arrows indicate
left coronary artery aneurysms.

Source: Ermolaeva Yu.A. et al., 2024.

Te 60/1€3HU aHEBPU3MbI JIEBOW KOPOHAPHOM apTepUM acco-
LIMMPOBaHbl ¢ HEGNAroNPUATHBLIM MPOrHO30M AJIA HU3HMU.

BpemeHHas wkana
MN3meHeHnsa TeMnepaTypHOW KPMBOW M TaKTUKK NeveHus
B Te4yeHue nepBbix 36 cyT 60/1€3HU NpeAcTaBieHbl Ha puc. 9.

OBCYXAEHME

[OnarHo3 BK, oCHOBaHHbIN Ha KIMHUYECKUX KPUTEPUSX,
MOXET OblTb NOCTAB/IEH TOMLKO MOC/E UCKIOYEHUS APYrUX
nNpu4YnH 3abonesanusa [1, 15], HO B OTCYTCTBME OCHOBHbIX
KTMHUYECKMUX CUMMTOMOB (CblMb, XENSIUT, LUENYLIEHNE KOXM,

CURRENT PEDIATRICS /2025 / V.24 /N2 1

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 1



E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 9. TemnepaTypHas KpvBas U Ha3Ha4YeHWe ITUOTPONHOM Tepanuu B NepUoS rocnuTanbHOro HabntoaeHns nauneHTku M.
Fig. 9. Temperature curve and etiotropic therapy during hospital observation of female patient M.

=@= TemnepaTypHas KpmBas
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lMpumeyarne. OPUT — oTaeneHne peaHumaumnmn U UHTEHCUBHOM Tepanuu; LUMBU — untomeranoBupycHas MHPEKLMS.

WUcTouHuK: Epmonaesa H0.A. 1 coaBr., 2024.

Note. ICU (OPuT) — intensive care unit; CMVI (UMBW) — cytomegalovirus infection.

Source: Ermolaeva Yu.A. et al., 2024.

CKJIEPUT) yCTaHOB/IEHME AMarHo3a npeacTaBasieTcs KpanHe
3aTpyaHuTenbHbiM [18, 19]. Kak npaBwuio, B AuddepeHun-
aNbHO-ANArHOCTUYECKMI MOWUCK MPU HaNU4yUKU ONUTENbHOM
NIMXOPaAKK BKIOYAIOT BUPYCHblE U GaKTepuanbHble MHDEK-
UMK (Kopb, aeHOBMPYC, reprnecBupyCbl, KPacHyXy, MOHO-
HYK/1€03, MEHUHIUT, MHEBMOHWIO, GPOHXMT), KOTOPbIE COMPO-
BOXAAKTCH OCTPbIM GapUHIUTOM, IMXOPAOKOW, SK3aHTEMOM
W WwenHon numdbageHonaTMen, HO ¢ MEHbLIUM KOMMYECTBOM
NPM3HaAKOB CMCTEMHOrO BocnaneHus [13].

OnNUCaHHbIN HaMU KIMHUYECKUIW Ccllydan AEeMOHCTPUpY-
€T C/IOXXHOCTM CBOEBPEMEHHOW MOCTaHOBKW AmarHo3a BbK
[Jaxe Npu MMetloWwencs HaACTOPOKEHHOCTU KIAMHULMCTOB.
Hanuuyme pecnmpaTopHOro 1 AMapenHoro CMHAPOMOB B Ae61o-
Te 3a60f1eBaHNa C BbIIBIEHUEM CEPONOTMYECKUX MapKe-
poB (IgM) paHHen LIMBMW, yxyaweHue coCTOfHWUS 60bHOM
Ha ¢oHe NosiIBAEHWUS MEHWHreasbHOro CMMNTOMOKOMMEK-
ca, nabopaTopHOEe MOATBEPKAEHWE CEPO3HOr0 MEHMWHIUTa
W TPexXKpaTHble MONOXWTENbHbIE TECTbl Ha pPaHHWE WUMMY-
HOrNoGYNMHbI K BO36yauTento Jlanm-6oppennosa B pasHbIX
nabopaTtopuax ropoja ykasbiBanau Ha MHOEKLMOHHbIM Npo-
uecc. Mo aton npuunHe guvarHo3 BK He 6bin ycTaHOBMEH
Ha aTane AMarHOCTMYECKOro NMOMCKa, MPUTOM 4YTO HanM4us
LNUTENBHON JIMXOPAAKM M CUHAPOMA 3K3aHTEeMbl (OCHOBHbIE
KpUTEpPUM) HEJOCTaTOYHO A4/19 060CHOBAHUA 3TOro AMarHosa.
HecBoeBpeMeHHOe yCTaHOBMIEHME AMarHo3a cTano Mpuyu-
HOM OWMOBOK B Tepanuu W, Kak Cneacteue, nNpeanocbliKon
POPMUPOBaHMS KOPOHAPHbIX OCIOXHEHUN.

YauTblBas yxyaweHWe COCTOSHUS MaUMEHTKU B AWHAMMU-
Ke, a UMEHHO HapacTalolWmMin U CTOMKUA MYNbTUCUCTEMHbIN
BOCMNaNUTENbHbIM CUHAPOM 6€3 aIeKBaTHOro OTBETA Ha Npo-
BOAMMYIO aHTMOaKTepuanbHylo Tepanuio, 6bi1 3anoao3peH
ayTOMMMYHHbIW XapaKTep 3abonieBaHus U pacluMpeH auar-
HOCTUYECKUM MOWUCK B acfeKTe CUCTEMHbIX 3aboneBaHuM,
KOTOPbIM HE Aas NONOXKUTENbHbIX pe3ynbTaTtoB (LE-KNeTKku He
O6GHapyKeHbl, @ TUTP aHTUHYKNeapHoro GaKTtopa 6bi1 MeHee

1:160). OTcyTcTBME CBMAETENBCTB KOHTAKTa C K/1EWwoM, BO3-
pacT 60fbHOW, MPU3HAKU MYNLTUCUCTEMHOrO BOCManeHus,
yayylleHne nocne BBeAEeHUS MMMYHOMO6YyIMHa YenoBeKa
HOpPManbHOro, oTpULaTeNbHbIE CEPONOTrMYECKNE peaynbTaThl
Ha paHHWEe M No3[HWE aHTUTena NpoTuB GakTepuun Borrelia
burgdorferi B nepuofe no3aHen peKoHBanecLeHuun Tpebo-
Bau AafbHENLIEro yTo4HHeHUs gMarHo3a. HacTopoXKeHHOCTb
KIMHULIUCTOB COXpaHsiach B OTHOLWeEHUU BK.

[AunarHoctMka bK ocHOBbIBAETCH UCKIIOUYUTENBHO Ha KIn-
HUYECKUX KPUTEPUAX M WMCKIOYEHWUWM APYIMX, CXOMXMX Kiu-
HUYECKUX COCTOSIHUW, B OCHOBHOM WMH(MEKLIMOHHOIO reHesa
[1, 11]. MaTorHOMOHMYHbIM Npu3HakoMm BK saBnsetca nosa-
Hee WM3MEeHeHWe CTEHOK M AuMaMeTpa KOPOHapHbIX COcy-
noB ¢ GOpMUPOBAHMEM aHEBPU3M, OOHAPYKEHUE KOTOPbIX
M MOCNYXKNI0 OCHOBaHMEM ANS YCTAaHOBNEHMS aMarHosa bK.

K coxaneHuio, NOBpeXAEHNE KOPOHAPHbIX apTepuin cepa-
Lua no aaHHbIM IXxoKI n MCKT 6b1510 06HapyKeHo y pebeHKa
Wb Ha 65-e cyT 60/1€3HU. MNpHUYnHaAMK GOPMUPOBAHUS aHEB-
pU3M apTepui y AeTen MOryT BbICTynaTb KOapKTauuMsa aopThbl,
[OBYCTBOpYaTbl aopTaNbHbIM KnanaH, cuHapoM MapdaHa,
6one3Hb bexyeta, peBMaTOWAHbIA apTPUT, aTepPOCKIEpOo3s,
BOJI4YaHKa, 6aKTepuanbHble ambobl aptepuin, BUY, cudunuc,
Y3€NKOBbIV MepuapTepunT, NPSMOE MOBPEXAEHNE CTEHOK
COCY[0B, KOTOpPblE WCK/OYEHbI Yy Hallel NauueHTKU BBMAY
OTCYTCTBMSI TUMUYHBIX KIIMHUYECKUX NPOSBAEHWI M Nnabopa-
TOPHO-UHCTPYMEHTaNbHOro noaresepxaexus [15, 17].

OTaenbHble KIMHUYECKMe nposiBneHus BK moryt maHu-
dectupoBaTb nocnegosatenbHo [1, 11], 4TO MMENo MeCTo
B MpeACTaBNE€HHOM Hamu ciydae. ToNbKo TuaTebHbIM aHa-
JIN3 MOXKET NOKa3aTb, YTO OAHO MM HECKOJIbKO KIIMHUYECKMUX
NPOSIBNEHUA MPUCYTCTBOBAIM M UCYE3NM A0 MNOSIBEHUS
APYrMX CMMNTOMOB 3aboneBaHWs (OCHOBHblE M AOMOMHK-
TenbHble Kputepun BK). YuuTbiBas KIMHUYECKYIO KapTUHY
60/1e3HM, BK/IOYABLYIO ABA OCHOBHbIX U YETbIPE AOMONHM-
TenbHbIX KpuTepus BK, a TakKe oGHapyXeHHoe Bnocnea-



CTBWUM NOpaXKeHue cocynoB cepaLa, 6bl1 BbiCTaBleH AMarHo3
BK ¢ HEnonHbIM CUMNTOMOKOMMIEKCOM.

Ha cerogHsIlHMM OeHb B MHOrOYMCAEHHbIX Mccneno-
BaHUAX 6aKTepuanbHbIX TOKCMHOB, Pa3MYHbIX aHTUIEHOB,
rPUOKOBbLIX OPraHM3MOB WM BMPYCHbIX MATOreHOB He 6biNo
BbIIBIEHO MHOEKUMOHHbIX npuinH BK [7-9]. CuuTaeTcs,
yTo naTtoreHe3 BbK o6ycnoBneH WMHUUMaALMEN HEW3BECT-
HbIM areHToM BOCMafMTENbHOrO MpoLecca C aKTuBauuen
KaK BPOXAEHHOro, TaK M aAanTMBHOIO 3BEHbEB WMMMYH-
HOW cuctemsbl [9, 14]. MexaHU3Mbl BPOXAEHHOW MMMYHHOWM
CUCTEMbI MOTYT aKTUBMPOBATbCS MOSIEKYNASPHbIMK NaTTep-
HaMM, aCCOLMMPOBaAHHLIMUK C NMaToreHamu (nnononuncaxa-
puabl, NTMMNOTENXOEBbLIE KUCNOTbl MWKpoopraHnamos, OHK
6aKktepun, PHK BupycoB) nn60 C MOBpPEKAEHUAMU COO-
CTBEHHbIX KNeToK. [laHHas QyHKUMSA npucylla uHdnamma-
coMaM (KpMOMUPKH), KOTOpble pacno3HalT aHOoMasbHble
MOJEKYNISIPHbIE MaTTePHbl B OPraHn3Me U aKTUBUPYIOT CUT-
HaNbHbIM KacKaj C BbICBOOGOX/AEHMEM MPOBOCMANUTENbHbIX
UMTOKMHOB [9, 14], U3 yncna KOTopbiX Hanbonee U3y4eHbl
npu BK nHTepnenkut (IL) 1, IL-6, IL-8, IL-18, paKkTop HEKPO-
3a onyxonu anbda, MHTepdepoH ramma [11]. EcTb ocHo-
BaHUS cYMTaTb, YTO KOYEBbLIM daKTopom natoreHesa bK,
a UMEHHO nopaxeHus cocyaoB cepaua, asnsetca IL-1, koTo-
pbii OKa3bIBAET NpAMoe BOCNanMTeNbHOe BO3AENCTBME Ha
3HAOTENNaNbHblE KIETKU KOPOHAPHbLIX apTepuit U MOXKET
NPUBOAUTL K HEO6PATUMOMY WMX MOBPENKAEHMIO, XapaKTep-
HOMY ANs JaHHOro BacKynuTa [15].

Y onucaHHOro Hamu pebeHKa oTpuuaTenbHbIM pes3yb-
TaT UccnefoBaHUKU CbIBOPOTKM KpoBW Ha IgM u 1gG K BO3-
6yauTento KreweBoro 6oppenvosa Yyepes 2 Mec oT Hadana
3a60/1eBaHUs yKa3blBaeT Ha ayTOMMMYHHbIM npoLiecc, oby-
CNOB/MIEHHbIN MAMOMATUYECKMM 3aMnyCKOM KackKaja npoBocC-
nanuTenbHblIX pPeakuMi C BbICBOOOXKAEHMEM LMUTOKMHOB,
COOTBETCTBYIOLWEN KIMHUYECKON KapTUHOM U BO3MOXKHbIMMU
JIOXHOMOMOKUTENbHBIMW CEPONOTMYECKMMM MOKa3aTensimm
Ha pasnnyHble MHOEKLMOHHbIE areHTbl.

CodopmupoBaBslLmecs B pesynbrate 6071e3HN aHEBPU3MbI
JIEBOM KOPOHapHOW apTepUM accoLMMpoBaHbl C HeGnaronpu-
ATHBbIM MPOrHO30M ANs XMU3HKU [15]. HeBO3MOXKHOCTb 06ec-
neyeHUs ageKBaTHOrO KPOBOCHAGXEHUA COOTBETCTBYIOLLEN
aHaToOMUYecKon 061acT HaxoauTCs B NPAMOM 3aBUCUMOCTH
OT KonnartepanbHoro cé6poca M3 6accelHa ocTaNnbHbIX KOPO-
HapHbIX apTepun. OTCyTCTBME reMOAUMHAMWUYECKM 3HaYu-
MbIX MPOSIBIEHNN CTEHO3a KOPOHAPHOM apTepuun y 60/1bHOM
B HacTosillee BpeMsa He TpebyeT XMpypruyeckoro Bmella-
TenbctBa. OOHaKO CylecTBYeT PUCK pasBUTUS TPomM6030B
B 06/1aCTM aHEBPM3M, YTO 0OYCNOBAMBAET HEOOXOAMMOCTb
NPOBEAEHUS AHTUKOAryAsHTHON Tepanuu M MOCTOSHHOIO
Hab6OAEHUS NALMEHTKM BpavyoOM-Kapanoaorom.

3AK/IIOMEHME

bonesHb KaBacaku — Haubonee pacnpoCTPaHEHHbIN
BackynuTt y geten. C MOMeEHTa MepBOro OMMWCaHUA 3TO-
ro 3abonesaHus npowno 6onee 50 net, HO AnarHo3 bK
No-NpPeKHemMy OCHOBaH Ha HECKOMIbKMX KIMHUYECKMX MPOsiB-
JIEHUSIX NPU OTCYTCTBUM «30/10TOM0 CTaHAapTa» nabopaTtopHOM
AMArHOCTUKW. HeTunmnyHas KaMHMYecKash KapTuHa 60/e3HM
3aTpyAHseT AMArHOCTUKY, a ee pas3BuWTHe B 6GO/bLUMHCTBE
cnyy4aeB yCcTaHaBAMBAETCSH PETPOCMEKTUBHO, MOCAE UCKIO-
YEHUS BCEX BO3MOMKHbIX MHOEKLMOHHBIX MPUYUH, OLEHKMK
KNMHUYECKON OMHAMWKK 3aboneBaHus U 3POEKTUBHOCTH
NpPOBOANUMOWN TEpanunK, a TakKe BO3HMUKLINX OCNOXHEHWN.

WHO®OPMUPOBAHHOE COINIACUE

OT 3aKOHHOro NpeacTaBUTENs MOMYYEHO MUCbMEHHOE
MHbOPMUpPOBaAHHOE [O06POBONLHOE cornacue Ha nyb6au-
Kauuio pel3ynbratoB o6cnefoBaHuUs M NledyeHus pebeHKa

B MEAWLIMHCKOM }ypHane, BKOYasa ero aNeKTPoHHYo Bep-
cuio (paTta nognucanus: 07.08.2024).
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O6ocHoBaHue. bonesHb HumanHa — [Muka (BHIl) — peakoe ayToCOMHO-peLeccuBHoe 3abosieBaHWe, BbI3BaHHOE
AepUUUTOM pepMeHTa KNUC/I0N COUHIOMMETMHA3bl U XapaKTepu3yroLeecs HapyleHneM TpaHcrnopTa JMNUA0B M HaKor-
JIEHWEM B KJIETKax Xo/jecTepuHa WU [MMKOCOUHronmnugoB. B 2022 r. ana ¢pepmMeHTo3aMecTUTelbHON Tepanun 60/1e3-
HM 3aperucTpupoBaH npenapar onaunygasa asbga. Onyb/IMKOBaHO OnuWcaHWe BCEro ABYX MCCIeAOBaHUM W OAHOro
HabogeHns pe3ynbTaToB MPUMEHEHUST 3TOro npenapata y Aeten. 3PPeKTMBHOCTbL M 6€30NacHOCTb 0aunyAasbl ajibda
B POCCHUICKNX UCCNIEA0BaHMSX HE u3y4aan. OnMcaHue KIMHMYECKOoro cay4yas. Y 4eBo4Ku B Bo3pacTte 1 roga 5 mec BrnepBbie
OTMEYEHbl HeJOCTaToYHas! npmbaBKa Macchl Tesla M AMCMNEeNncU4eCcKmii CMHAPOM. B nocieaytouem pebeHKa Haboganm ¢ pas-
JIMYHBIMU raCTPOSHTEPOJIOMMYECKMMU AnarHo3amu B TeqeHune 1,5 net. B Bospacte 3 neT 4 mec yctaHoBAEH AnarHo3 bHII,
TN B, noATBEPKAEHHbIN 0BHaPYXEHUEM CHUMXKEHUS aKTUBHOCTU KUC/IOM COUHrommuennHassl 4o 0,11 MMOsb/1/4 U n3MeHe-
HMS HYK1eoTuaHoM rnocnegoBatesibHOCTH B reHe SMPD1. C 3 net 10 mec pebeHOK rnosy4aeT npenapart oaunygasa ajibpa
B HapacrTarouern gosnposke (o1 0,03 Mr/Kr 4o TepaneBTMYECKoN — 3 MI/Kr Macchl Tesia, Bcero 11 BBeAeHU) BHYTPUBEHHO,
KanenbHo, 1 pa3 B 2 HeA. B TeyeHne 24 Hep Tepanmm 0TMEYeHbl OCTaHOBKa KIIMHUYECKOro nporpeccupoBaHusi 3a6o1eBaHms
(HO € coxpaHeHueM renatocrnieHoMeraanu), NooKUTEIbHas AMHaMuKa 1abopaTopHbIX NoKalaTesen akTMBHOCTM 601€3HU
(HO ¢ coxpaHeHueM BbICOKOM (66 Ef/1) akTMBHOCTM acrnaptataMUHOTpaHcoepashbl), yBendeHmne Mmacchl Tesia (0O4HaKo ouan-
4YecKoe pa3BUTHE OCTaeTCs HUXe cpegHero, oT —1 4o —2 SD). 3akn4deHune. CoyeTaHue renatocrnieHoOMeraamm, yBean4eHms
aKTMBHOCTM TpaHCaMMHa3 M KOHLEHTPALIMK Xo1ecTepuHa, cuMnTomMoB nopaxeHns XKT n HegoctaToyHoM npubaBKu Maccehl
Tes1a 4OJIKHO HaCTOPOXKNTb BPayYes B OTHOLLEHUU Ha/lmums y pebeHKa opgpaHHoro 3aboneBaHusi. CBoOeBpeMeHHas AuarHoc-
TMKa BHIT Heobxoauma A/ paHHEro Hadasna GepMeHTo3aMeCcTUTEIbHOM Tepanuu, JOCTYyrNHON B HacTosuee Bpems. Hammu
MOKa3aHo, YTO C MOMOLLbIO 0MNyAa3bl albda yaaeTcs JOOUTbCS MNOAAEPIKAHNS UIHEAEATEbHOCTN PEBEHKA, MOJI0KUTE Tb-
HOM K/IMHUYECKOM U 1abopaTopHOM AUHAMUKN 601€3HU, MEAJIEHHOIO0 BOCCTAHOBIEHUS] PU3UYECKOro pa3BuTHs pebeHKa.
KnioueBble cnoBa: KIMHMYECKUI Ciyyan, getn, 6one3Hb HumaHHa — lMnka, Tmn B, ¢pepmeHTo3amecTuTeibHasi Teparnus,
AedULNT KMCTI0M COUHIOMMENNHA3bI, 0nrnyAasa abda

Ansa untnpoBanus: lTonoirnHa [.B., beran A.K-[., Aeea B.A., boposuk H.H., LLlep6ak B.A. TpyAHOCTM AMArHOCTUKK U Nieve-
HUS 60one3HnM HumaHHa — luKa, TMn B: KNWMHWMYEeCKun cnydain. Boripockl coBpemeHHon negmnatpmn. 2025;24(1):37-44.
doi: https://doi.org/10.15690/vsp.v24i1.2849

OBOCHOBAHME

bonesHb HumaHHa — Muka (BHI) — peakoe aytocom-
HO-peLeccuBHoe 3aboneBaHue. BHI1 BbiI3BaHa Hakonse-
HWEM IMNNAOB, B YaCTHOCTU CPUHIOMUENNHA, B TM30COMaX
KNETOK MeYeHU, CeNe3eHKM, NErKnx, KOCTHOIO WM rOooB-
HOro MO3ra, 4TO MPUBOAMUT K TMGENM KIIETOK U Mnoparke-
HUIO COOTBETCTBYIOLIMX OPraHoB U TKaHen [1]. MNMpuynHon
HaKOM/IEHUST COUHIOMMUENMHA ABASEeTCHS AeDULINT KUCIION
comHrommenmHasbl (KCM), BO3HUWKalwWwmin B pesynbraTe
n3MeHeHunn reHa SMPD1 [2], 4To BeAeT K pa3Butuio 601e3-
HKM TMNoB A, B n A/B [3]. B HEKOTOpbIX ciyyasx npu4u-
How BHI (tun C) aBnsoTCca naToreHHble BapuaHTbl FTEHOB
NPC1 [4] u NPC2 [5], Beaylime K HapyLleHU0 NpoayKumm
6enKka NO3AHUX 3HAOCOM M IM30COM M, COOTBETCTBEHHO,
BbIK/IIOYEHMIO 3TOr0 6€eMKa M3 NpoLecca TPaHCNMOPTUPOBKHU
XonectepuHa v nMnuaos [6].

Tun A BHI (MnageH4Yecku HenpoBUCLLEPAsbHbIN)
XapaKTepu3yeTcs PaHHWM HayalioM, TSKENbIM NMOpParKeHU-
€M HEPBHOW CUCTEMbI (CyAOPOrK, aTaKCus, HapyLlweHue rno-
TaHus, perpecc paHee NpuobPETEHHbIX HABbIKOB), BHYTPEH-
HUX OpraHoOB (renatocrnieHomeranus, UHTePCTULMAbHbIE

Nopa)KeHUs Nerkux), HEYKNOHHbIM MporpeccupoBaHuem
HapyLEeHNs MCUXOMOTOPHbLIX QYHKLWUWA C NeTanbHbIM UCXO-
nom B Bo3pacte Ao 3 net [7]. Ana tuna A/B BHIT (xpoHuye-
CKUIW HENpoOBUCLEPaNbHbIM, MPOMEXYTOYHbIN) XapaKTepHbI
LUIMPOKUIM CNEKTP BUCLEPA/IbHbIX U HEBPONOrMYECKUX MpPo-
SABNEHWUI, BKIOYAs aTaKCUIO, pasnnyHas cTeneHb 3ajepi -
KW pa3BuTHA n nepudepuryeckon HeBponaTum ¢ MeaneHHbIM
nporpeccMpoBaHMeM 60ne3HU. [MauneHTbl nepexuBatloT
paHHee AEeTCTBO, eTanbHbIM UCXOA B 60NbLIMHCTBE ClyqaeB
HacTynaeT B LWKOAbHOM Bo3pacTe [8]. Tun B (XpOHUYECKUn
BUCLiepanbHbIN) XapaKTepmnayeTcs MOCTEMEHHbIM Ha4vanoMm,
renatocnieHomeranmen, MHTEPCTULMANbHbIM NOpaXeHnem
NEerkux, 3aepKon pocTa, OTCyTCTBMEM NMBO cnaboBbipa-
YKEHHbIMM CUMNTOMaMu NOpaxKeHus LLeHTpaibHOM HEPBHOM
cuctembl (LHC). MauuneHTbl, Kak nNpaBuno, LOXMBAOT A0
B3pocnoro Bo3pacTa [9]. Y Bcex 60nbHbIx ¢ BHIT 06Hapyu-
BaloT pasfMyHOM CTEMEHU BbIPaXEHHOCTW runepxonecre-
PUHEMWIO, NOBLILLEHWE aKTUBHOCTU TPaHCaMUHa3, aHEMUIO
n TpombouuToneHuto. Tunel A M A/B pacnpocTpaHeHbl
Ccpean eBpeeB-allKkeHasu, ANna Tuna B aTHUYeCKMX oco6eH-
HocTen He onucaHo [10]. Ana 60nbHbIX C TUNOM A XapaK-
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TEPHO 3Ha4yuUTeNlbHOE CHUMXKEHUe akTuBHocTM KCM (< 5% ot
HOPMbI), TOr4a Kak npu Tune B akTMBHOCTb pepMeHTa ocTa-
€TCSl Ha OTHOCHUTENBHO BbICOKOM YPOBHE, YTO accoLmmpyeTcs
C OOBO/IbHO HWU3KUM puCKoM nopaxenns LUHC [11]. Mpu
OTHOCUTEIbHOM MHOr006pa3nn KAMHUYECKUX MPOSBAEHUM
BHI1 gnarHocTMka 601e3HU aBAseTcs 3aTPyAHUTENIbHOW MO
npuYnHe HecneundUYHOCTU NepBbiX CMMATOMOB. Kak cneg-
CTBME, C MOMEHTA MOSIB/IEHUS NEPBbIX NPU3HAKOB 60M1e3HU
[0 YCT@HOBNIEHMS [AMarHo3a B CpefHEM MPOXOAUT OKOMo
3 NeT, a cpeHMn BO3PacT Ha MOMEHT NOCTaHOBKM AMarHosa
coctaBnsier 5 net. lpn atom Tonbko B 15% cnyyaes BHI
ABNSIETCH NepBbIM AMarHo3om [9].

PaHee nauueHtam ¢ BHIT 6b1an 4OCTYMHbI TONLKO CUM-
nToMaTM4yecKoe fevyeHue, TpaHcnnaHtauus nedexHn [12],
nerkux [13] unm reMonoaTUYecKUx CTBONIOBbLIX KIeToK [14].
OgHaKko apdEKTMBHOCTb Tepanun 60ne3HU Gblla HegocTa-
ToYHoM. laxe y nauneHtoB ¢ BHIT, Tun B npu oTHOCKUTENBHO
61aronpuUaTHOM NPOrHO3€e BbICOK PUCK Pa3BUTHS BO B3POC-
/IOM BO3pacTe AbIxaTeflbHOM 1 NeYEHOYHON HeJOCTAaTOYHOCTH
C nocneaywoLnm netanbHbIM ncxogom [15].

B EBponeickom coto3e B Mapte 2022 r. ana dbepmeH-
To3amecTuTenbHon Tepanuu (P3T) BHI 3aperncTtpupoBaH
npenapar onvnyaasa anbda, KOTOpbIM B nocneayowem 6bi
of06peH U B ApPYyruMx cTpaHax, B TOM yucne u B Poccuu.
Onunypasa anbda 3amewaer KCM n Taknm 06pasom CHUXKa-
€T HaKOoMNeHMe B IN30CcoMax COUHrOMUENMHA.

OdpPeKTMBHOCTL MpenapaTa M3ydyeHa B OCHOBHOM Ha
B3pPOC/bIX 60/bHbIX [16, 17]. B T0O e Bpems ony6/MKOBaHbI
pe3ynbTaTbl BCErO ABYX MCCNEeAOBaHUM U OfHOro Habnoae-
HUa P3T y geten. Tak, B MeXAyHAaPOAHOM MHOTOLEEHTPOBOM
OTKPbITOM K/IMHUYeCKOM uccnegoBaHnn dasbl 1/II ASCEND-
Peds (6 KnMHW4YECKUX LeEeHTpoB: bpasunua, PpaHuus,
lfepmanng, Utanua, Bennkobputanusa n CLLUA) yyactBoBanu
20 nauuneHToB (4 B BO3pacte 12-17 net, 9 — 6-11 ner,
7 — 1-5net)ctvnamun A/B n B BHI [18]. UHdy3un onunyaa-
3bl anbda nposoannu 1 pas B 2 Hef, HaunHasa ¢ 0,03 Mr/Kr,

[0 JOCTUXEHUS 0o3bl 3 Mr/Kr. B pe3ynbrate nevyeHns B Teve-
Hne 52 Hea OTMeYeHbl YMEHbLLIEHWE BbIPaXEHHOCTU CMEeHO-
MeraauMu U renaToMeranuu, yBennmyeHue Konuyectsa TpOM-
60UMTOB, HOPMaANM3aLMs AMNUAHOMO NPOGUANA U aKTUBHOCTU
TpaHCaMWHa3 MeyYeHu, a TaKKe HopManuzaums u dusnye-
CKOro pa3BuTUS (Z-OUEeHKKU pocTa) Aeten. MOHUTOPUHI 6e3-
ONacHOCTU BbICTPOr0 CHUKEHUS COUHIOMMUENNHA BO BpPeEMS
yBeNMYeHUs [03bl onunyaasbl anbda NPoBEeAEeH C y4ETOM
M3MEHEHMS YPOBHA UepaMuga (Npoaykrta pacnaga COUHro-
MuenuHa nog aevcrenem KCM) B nnasdme KpoBu. BeisiBneHo,
YTO KOHLEHTPpaLMS LepamMmmnia BpeMEHHO NoBbIWanach nocne
BCEX MHPY3nn onunyaasbl anbda. OAHOBPEMEHHO C 3TUM
coaepyKaHue Lepamuga ao 1 nocne MHOyY3MM CHUXKaNoChb Ha
KaX4oM 3Tane A03MPOBaHMS WM Nocfe Toro, Kak NauueHTbl
OOCTUIIM NOAAEPKMUBALOLWEN A03bl. B aTOM €BS3M 6GbINO Npea-
MOJIO}KEHO, YTO MOHWTOPUHT Liepamuaa BO Bpems yBenuye-
HMA JO3bl Npenapata Heo6xoAMM AN KOHTPONS CHUXKEHMUS
KOHLUEHTpauum cPuHrommennHa. bonblMHCTBO MOBOYHbIX
3 dEKTOB (3aperncTpmpoBaHbl y 11 naumeHToB) 6biu Ner-
KUMWU UK YMEPEHHBIMK, BKIOYAS Peakuun, COMPSKEHHble
C WHdy3Men (KpanuBHMUA, He cBA3aHHas ¢ 06pa30BaHu-
€M aHTMTeNn Ha npenapart, NoBbiWeHWE TemMnepaTypbl U/uUnu
pBoTa). Cepbe3Hble NO60OYHbIE 3QDEKTbI PAa3BUIUCL Y TPEX
NauueHToB: Y OAHOr0 — TPaH3MTOPHOE 6GEeccMMNTOMHOEe
MOBbILWEHWEe aKTUBHOCTM aflaHMHOBOMW TpaHCaMUHa3shbl, y BTO-
pOro — KpanuBHULA U CbiMb, acCOLMUPOBaHHbIE C 06pa30-
BaHWEM aHTUTEN Ha npenapar, y TPETbero — aHapunaKkTnye-
CKas peaKkuus (npoBedeHa AeceHCUOUNM3aums, OOCTUrHYTa
noaaeprmeatollas gosa 3 Mr/Kr) [18].

B apyrom, ogHoueHTpoOBOM wuccneaoBaHuu (TanMBaHb)
y4yacTtBoBanu asa pebeHka ¢ BHI, Tun A/B [19]. B TeueHne
nepBoro roga Jfie4eHns y o6OMX NauMeHTOB Habnoganu
yMeHblUEHWE O6bEMOB MEYEHU U CENE3EHKM, MONOXKUTENb-
Hyl0 AMHAMWKy MoKasaTenewn (Z-score) pocTa U Macchl Tena,
CHUXEHWE KOHLIEHTPpaLMK O6BLLErO XONeCcTePMHaA, BblparKeH-
HOCTM WMHTEPCTULMANbHOrO 3a60neBaHNa NErkux, ysenuye-
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HUE MUHEepPanbHOM NIOTHOCTU KOCTEN, YAyYLUEeHWe pesynbTa-
TOB TecTa C WECTUMUHYTHOM Xoab6on. JIn3ochUHroMmnenmH
nnasmbl KPOBM y 060MX MaLIMEHTOB PE3KO CHU3WUACS B Nep-
Bble 6 Mec (¢ ncxogHbix 635 1 352 Hr/mMn COOTBETCTBEHHO),
OCTaBasiCb B MOCNEAYIOLLEM HECKONBLKO Bblile (80 U 72 HI/MN
COOTBETCTBEHHO) BEPXHEW rpaHuLbl pedPepeHCcHOoro aua-
nasoHa (70 Hr/mn). Bmecte ¢ Tem, Ha PoHE NeyeHus He
W3MEHWUNIUCb TMOKa3aTeN HEeWPOKOrHUTUBHOM QYHKLUMHK
M CKOpPOCTM nepudepuyecKonm HEepPBHOW MNPOBOAMMOCTH.
HexkenaTenbHbIX ABNEHWUI B pe3ysibTaTe fie4eHns He 3aduK-
cupoBaHo [19]. Ewe B ogHon paboTe UTanbAHCKMX aBTOPOB
OonucaH KIWMHUYECKUM crlydan aHaduNaKTUYeCKOM peakuuun
y ABYXJE€THEr0 Masjibi4MKa C XPOHUYECKOM HenpoBuUcLEepasb-
Hou (A/B) dopmon BHIT Ha BBegeHwe onunygasbl anbda
B A03e 1 Mr/Kr. ABTOpbl NOAYEPKHYIN HEOOBXOAUMOCTb aaar-
TauMn NpPOTOKONa LeceHcUbunusaumm npu BBEAEHMU npe-
napata ¢ y4eToMm uHAMBMAyanbHOW nepeHocumocTn [20].
3dDdEKTUBHOCTb M 6€30NacHOCTb 0Mnyaa3bl anbda B poc-
CUMCKUX UCCNefOoBaHUAX HE U3ydanu.

KNUHUYECKUA NPUMEP

O nauueHTe

[eBoyka M., BospacT 4 roga 3 mec, rocnutannsnpoBaHa
B NJIaHOBOM NOPsiAKe C Lenblo 06cnefoBaHns U BBeAeHUS
11-1 po3bl onvMnyaasbl anbda B OTAENEeHME racTPOIHTEPOSIO-
MKW KpaeBOW OETCKOW KIMHUYECKOW 60nbHULbI. pK nocTy-
NAeHun anobbl (CO CNOB POAMTENEN) Ha MAOXOM anneTuT
W HeAoCTaToOYHY0 NpMGaBKy Macchl Tena.

AHamHe3 3a60/s1eBaHUs

B Bospacte 1 roga 5 mec pebeHoK 6b11 06¢cnenoBaH aet-
CKWM 3HOOKPMUHOIOrOM B panoHHOM NOMUKINHUKE MO NoBOaYy
niaoxonm npubaBKKM Maccbl Tena (Ha MOMEHT o6cnefoBaHUs
9 Kr). [leBo4Ka HanpaB/ieHa K raCTpo3HTEPOoory.

B 6MOXMMWYECKOM aHanmM3e KpOoBW: acnaparvHoBas
TpaHcamuHasa (ACT) — 70 Ea/n (Hopma 0—31 Ea/n), anaHu-
HoBasl TpaHcaMuHa3za (AJ1T) — 61 Ea/n (Hopma 0-34 Ea/n),
0o6LWMIN XonecTepuH — 6,6 mmonb/n (Hopma 0-5,2 Ea/n).
B obuwem aHannse KpoBwu: remornobuH — 117 r/n (Hop-
ma 118-158 Eg/n), nenkountel — 10,0 X 109/n (Hopma
4,07-9,32 X 109/n), TpoM60oLUTEI — 157 X 109/n (HOp-
mMa 172-401 X 109/n), CKOPOCTb OcefaH1si 3PUTPOLMTOB
(CO3) — 14 mm/4 (Hopma 2—11 Mm/4). B obliem aHanuse
MO4YM — 6€3 NaToNOrMYEeCKMUX UBMEHEHUI. YNbTPa3BYKOBOE
nccnegosaHmne (Y3W) OplOWIHOM MNOMNOCTU: pPeaKTUBHbIE
M3MEHEHUS MapPEeHXMMbl MEYEeHW, YBEIUYEHUE CEeNIe3EHKM
(98 X 27 mm). B Bo3pacTte 1 roga 9 mec B GUOXMMUYECKOM
aHanuse Kposu: ACT — 63 Ea/n, AIT — 34 Ea/n, doc-
dop — 1,7 mmonb/n (Hopma 1,1-1,95 mmonb/n). [TOBTOPHO
OCMOTpEHa racTpPO3HTEPOSIOrOM, BbICTaB/ieH [WarHos:
«AncohyHKUMA renatobunmMapHoro tpakta. CMHAPOM LMUTO-
NIn3a Nerkon cteneHun Taxectu». B TeyeHne 1 mec nonyya-
Nla NaHKpeaTuH, YPCOAE30KCUXONEBYIO KUCIIOTY, B Te4yeHue
2 Hen — Lactobacillus rhamnosus GG B BO3pacCTHbIX A03U-
poBKax, 6e3 ABHOro adpdekTa.

B Bospacte 1 rog 10 mec npu KOHTponabHOM Y3WU
OpIOLWHOM MOJSIOCTU: COXPaAHEHWE PEAKTUBHbIX WM3MEHEHWUN
napeHxumMbl NevyeHu, pas3Mepbl CeNe3eHKU YBEeUYUIIUCH
(117 X 23 mm). B 6noxnmmyeckom aHanuse kposu: ACT —
71En/n, ANT — 18 Ea/n, o61Wmm xonectepnH — 6,7 MMONb/ .
B koarynorpamme: ¢pubpuHoreH — 2,41 r/n (Hopma 2—-4 r/n).
NcecnepoBaHme KpoBKM METOAOM MOAMMEPA3HOM LLENHON peak-
LMK Ha BUpYyCbl repneca 1, 2, 6-ro TMnoB, AnwTtenHa — bapp,
LMTOMEranoBMpyc — BMPYCbl HE OGHaPYKEHbI.

B Bo3pacte 2 neTr B 6GMOXMMMUYECKOM aHanM3e KpOBM:
ACT — 81 Ea/n, naktataermgporeHasa (JIAIN — 575 Ea/n
(Hopma 208-378 Eg/n), obwumnm 6enok — 60 r/n (Hopma

65-85 r/n). [JeBo4yka rocnuTanM3npoBaHa B oOTae-
NIEHWEe TacCTPOIHTEPONOTMU C KIAMHUYECKUM AMArHO30M:
«aAncoyHKuMa 6GunmapHoro TpakTta. CMHApPOM XxonecTtasa.
[enaTocnneHomMeranuss HeytToyHeHHasa. Hecneuwnduyeckum
6pbixKeeYHbl Me3adeHUT. JlaTeHTHbIM AeduuunT Kenesa.
benkoBo-aHepreTMyeckas HeAOCTaTOYHOCTb 2-W cTene-
HW». B obwem aHanuse KpoBWU: remMornobwH — 117 r/n.
B 6MOXMMUYECKOM aHann3e KpoBW: OOLLMA XONeCcTepuH —
6,2 mmonb/n, ACT — 64 Eag/n. B ummyHorpamme: 6e3
naToNorMyeckmx MameHeHun. lMotoBas npoba: xnopuabl —
45 mmonb/n (Hopma go 50 mmonb/n). B Konporpamme:
KpeaTopes. KomnbloTepHasa Tomorpadus opraHos 6GptoLLIHON
NONOCTU: CNEeHOMEranus, 3acTOMHbIA YENYHbIM My3bipb,
yBennyeHune numobatuyeckmx y3nos. Y3M 6ptoLiHON NOOCTH:
yBenMyeHue pasmepoB U AMddY3HbIE U3MEHEHUS MEYeHu;
YMEpPEHHOE yBENYEHNE PAa3MEPOB NOAXKENYA0HHOM KeNnesbl;
Cr/ieHOMEranuns; peakTMBHbIE U3MEHEHWUS COCYLOB MEYEHH,
cene3eHKH; yBenmyeHme pasmepoB nMMdaTMHecKmx y3nos
6ptowHoOn nonoctu. OcMOTpeHa OHKOMOroM, NaTonorus He
BbliB/ieHa. PekomeHaoBaHo o6cnegoBaHvMe Ha 60ne3Hb
fowe. AKTMBHOCTb depmMeHTa IoKoLepebpoKeureHasbl —
5,98 MKMOnb/4 (Hopma > 1,98 MKMOnb/4). PeHTreHorpadus
OpraHoB rpyaHOM KNeTKu: 6e3 naTtonornu. o gaHHbIM
oPTabMOCKOMUN: CUMINTOM «BULLIHEBOM KOCTOYKM» HE OOHa-
pyxeH. lonyyana nevyeHue ypcoae30KCUXONEBOW KWUCNO-
ToM no 250 Mr/5 mn no 2 MA Ha Hovb. Ha ¢oHe neve-
HUS coCTOosiHME pebeHKa 6e3 AMHaMUKU. PekomeHaoBaHa
6e3rnTeHoBasd AveTa, B pes3ynbraTte KOTOPOW B TeYeHue
3 Mec 6blIM KynupoBaHbl AUCNENCUYECKUEe SBNEHUSA (HeT
B34yTUIM KMBOTa, CTY/1 HOpMannsoBasncs).

Mocne BbLINMUCKM M3 CTauMOHapa OCMOTPEHA AETCKMUM
3HAOKPUHONOroM. AHann3 KPoBM Ha rOPMOHbI LNMTOBUAHOMN
enesbl: TUPEOTPOnHbIn ropmoH — 4,2 MKME/mn (Hopma
0,4-4,0 MKME/mn). Y3U wmtoBmaHOM Kenesbl: 6€3 0CO6€EH-
HocTen. OcmoTpeHa ambynaToOpHO HEBPOJSIOroM: MaTonormu
He BbISIB/IEHO.

OcMoTpeHa reHeTnKom. o pekomMeHAauunn NpoBeAeHbl
nccneaoBaHus Ha AeduuMT TM30COMHOM KUCNOM nunasbl —
naTosorMM He BbISIBAEHO; Ha MYKOMOJAMCaxapuao3bl MeTo-
OOM TaHAEMHON Macc-CMeKTPOMETPUM B CYXMX NATHAX KPOBMU:
ranakrouepebposungasa — 3,95 mmonb/n/4 (Hopma 0,70—
10,0 mmonb/n/4); anbda-rnoxkosngaza — 8,08 mmonb/n/4
(Hopma 1,0-25,0 mMmonb/n/4); anbda-ranakro3vgasza —
3,42 mmonb/n/4 (Hopma 0,8-15,0 mmonb/n/4y); 6eta-
rnoKouepebposngaza — 5,75 mmonb/n/4 (Hopma 1,50-—
25,0 mMmonb/n/4v); chuHrommennHaza — 0,11 mmonb/n/4
(Hopma 1,5-25,0 mmonb/n/4); anbda-L-uaypoHngasza —
4,65 mmonb/n/4 (Hopma 1,0-25,0 MMOAb/f/4); KOHLEHT-
pauus nuszochuHrommnennHa — 30,7 MmMOnb/n/4 (Hopma
0,2-15 wmmonb/n/4), nnsocoduHrommenuHa-509 —
20,3 mmonb/n/4 (Hopma 0,15-3,7 MMOAb/n/4); TecTbl Ha
rMuaguH, TKaHEBYO TpaHcriyTaMmHasdy U L-dbeTonpoTtenH —
3Ha4YeHus B npeaenax pepepeHCHOro MHTepBasa; KOHLEHTpa-
umsa 25(0H)D — 21 Hr/mn (Hopma 30—100 Hr/mn). YuuTbiBas
KIMHWUYECKYIO KapTUHY, CHWXKEHWE aKTUBHOCTU CHUHroOMMUe-
fIMHA3bl, MOBbIWEHWE KOHLEHTpauun NnMsocduHrommenmHa
1 nu3ocouHrommenmHa-509, 6oina 3anogo3peHa bHI n peko-
MEHA0BaHO MOJIEKYNAPHO-TEHETUYECKOE NCCNEfOBaHME.

B Bospacte 3 netr 4 mec pebeHOK Obll HanpaBfeH
Ha rocnuTanuzaumio B deaepanbHy0 KIMHWKY AN yTOou-
HEHUA AuarHosa W onpeaeneHuss panbHenlen TaKTU-
KW BedeHusl. B KAMHWMKEe AeBOYKa Haxogwunacb C AMarHo-
30M: «HacnenctBeHHoe 3aboneBaHWe obmeHa M3 rpynnbl
coOunHronMnnao3os — 6one3Hb HumaHHa — [MuKka, TMn B.
OednunTt Kucnom cHUHroMmenunHasbl, XPOHWYECKAs BUC-
uepanbHasa ¢opma, MOATBEPXKAEH 3IH3UMOAMArHOCTUKOM
(pe3Koe CHWMKEeHUE aKTUBHOCTU KUCIOW COHUHrOMUENUHa-
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3bl — 0,11 mmonb/n/4 (Hopma 0,5-25,0 mMmonb/n/4))
M MONEKYNSAPHO-TEHETUYECKUM UCCNEeAOBaHUEM (B reHe
SMPD1 wW3MeHeHMe HYKNeoTUOHOM Mnoc/eaoBaTebHOCTH
¢.502G<A, npuBogsiee K 3ameHe p.Gly68Arg B reteposnror-
HOM COCTOSIHUM, M UBMEHEHWE HYKNEeOoTUAHOM NnocneaoBaTeb-
HocTK €.996del, npuBoasilee K 3ameHe Phe333Serfs*52
B reTepO3NIrOTHOM COCTOSHUM)».

KoHcunmMym Bpayen NpuHAn peleHre 0 HadHavyeHun no
KM3HEHHbIM NokalaHuam 3T npenapaToM onvnygasa anbda
B MOCTEMNEHHO HapacTatouen go3mposke — ot 0,03 mr/Kr
[0 TepaneBTUYECKOW — 3 Mr/Kr Maccbl Tena B/B, KanenbHo,
1 pa3 B 2 Hea. MNoTpebHOCTb ¢ y4eToM NpnbaBKK Macchl Tena
[eBOYKM cocTaBnsana 44 dnakoHa B rog (20 mr Bo dnakoHe).
PoauTtenn 6binM 03HAKOMEHbI C AUArHO30M W COrNacuanCh
Ha BBeAeHWe pebGeHKy npenapara.

B Bo3pacte 3 net 10 mMec nauneHTKe BBedeHa nep-
Bas fo3a npenapata (Xenpozyme, Genzyme lIreland Ltd,
MpnaHavs; pepatenb perncrpauuoHHOro yaocToBepe-
Hua Sanofi, HuaepnaHabl) B ctaptoBon gose 0,03 Mmr/Kr.
BBeaeHve geBoYKa nepeHecna XxopoLo, peakLmMm Ha nepsoe
BBeAeHWe, a TaKkKe B JanbHenlwem He oTMevyeHo. BBegeHune
TpeTbeW [03bl MpenapaTta MponyweHo B CBA3M C OCTPOM
pecnupaTopHOM MHDEKLMEN (MOBbIEHME TeMNepaTypbl Tena
0o 39-40 °C, ycTaHOBMIEH AMArHO3 «OCTPbIA TOH3WUAUT»).
PebeHoK nonyyan aHTMGaKTEpPUanbHyO Tepanuio (LeduKkeum
B cycneH3un 100 mr/5 mn no 5,0 mn 1 pas B CYyTKU B Te4eHUNE
5 cyT). NepepbiB MeXAy BTOPON U TPETbEN AO03aMMK COCTaBMUN
4 Hepn. Hanee onunygasdy anbda BBOAWIM Kaxiable 2 Held
B BO3pacTaloller 403MpoBKe 6e3 nponyckoB. B TeveHue
22 Hep BbinosHeHO 10 BBeAeHW npenapata (CM. Tabauuy).
JocTturHyta gosa 3 Mr/Kr. HexxenaTtenbHbIX peakumn Ha BBe-
[leHWe npenapaTta He 3aperncTpupoBaHo.

AHaMHe3 XM3HU

PebeHoK npoxuBaeT B 3abanKkanbCKoM Kpae. [leBo4yka
OT BTOpOM 6GepeMeHHOCTW, BTOPbIX POAOB, NepBbii pebe-
HOK 340poB. MaTb Ha 20-# Hep 6epeMeHHOCTU nepeHecna
OCTPYIO pecnupaTopHyto MHeKuuto, Ha 35- Hel AMarHoCTH-
pOBaHbl CMHAPOM WMHPULMPOBAHHOrO aMHWOHa (nonyyana
LedTpPMaKCOH), XpPOHUYECKUI LLepBULMT, HePPONTO3 crpaBsa,
XPOHUYECKNIN nuenoHedput, pemuccus. Poabl B cpok. Macca
Tena npu poxxaeHmn — 3240, annHa Tena — 50 cMm. B nepuo-
1€ HOBOPOXKAEHHOCTU: NENKOLMUTO3 (A0 34 ThiC.), TMNEepPOUIK-

Ta6nuua. [1031MpoBKM onunyaassl anbda
Table. Olipudase alfa dosages

py6ruHemMus (B Bo3pacTte 2 cyT 06Wwmnm 6unnpybuH — 197, ces-
3aHHbIM — 11,2 MKMONb/N; Ha 4-e cyT — 239 1 9,4 MKMONb /1l
COOTBETCTBEHHO). BcKapmnavBaHue rpyaHoe OO0 2-neTHero
Bo3pacTa. BakunHaumsa: BLUXK, octanbHble — OTKa3 poauTe-
new. lNepeHeceHHble 3a601eBaHKS: HeYacTble OCTPbIE PECTU-
paTopHble WHOEKUUU. ANNepronornyeckuin aHamHe3 He
oTaroweH. HacneacTBeHHOCTb, CO COB MaTepH, Y POACTBEH-
HWKOB MEPBON M BTOPOMW CTEMNEHU POACTBa MO JIMBOCOMHbIM
60/1€3HAM HaKOMNEHMS He oTArouleHa. IH3UMOANArHOCTUKY
M MONEKYNAPHO-rEHETUYECKMUE UCCNEA0BaHUS Y APYIMX une-
HOB CeMbM He NPOBOANMN.

dusukanbHaa gMarHocTMKa

CocTosHMe pebeHKa Npu rocnutanmM3auunmn cpegHen cre-
MEHU TXKECTM MO XapaKTepy 3abofeBaHUs, camo4vyBCTBUE
yoosnetBoputenbHoe. Co3HaHue coxpaHeHo. [lo wKane
[nasro — 15 6annoB. Pe6eHOK OpUEHTUPOBAH BO BPEMEHMU
W NPOCTPaHCTBE, NaMsATb CHUXKEHa, HabnaaeTcs Hernybo-
KU aeduumUT BHUMAHUS, €CcTb NMOHMMaHWe peyu, pasBuTa
aKTUBHas peyb.

KOXHble NMOKPOBbI TENECHOrO LBETa, NMOHUMXEHHON Blax-
HOCTH, NnepruopbuTanbHble TEHW, MPaMOPHOCTb, CyXMe, YHaCTKu
wenyweHus. MacTo3HOCTb BeK. Buanmble cnmsnctole 060/104-
KW po30Bble, 6e3 NaToNorMyeckmx BbiCbiNaHUin. Canauctble
060/104KM POTOMNIOTKM U HOCa 6e3 M3MEHEHUN. [MoAKOXKHO-
MPOBaAs KNeTyaTKa MCTOHYEHa Ha YKMBOTE M KOHEYHOCTSIX,
coxpaHeHa Ha nuue. OueHKa KOCTHO-MbILEYHOW CUCTEMbI:
BUANMbIX AedopmaLIMi HET, ABUKEHUS B MNOSIHOM 06beMe, 6e3-
60NEe3HEHHbIE; MyCKyfnaTypa pa3BUTa YMEPEHHO, MbILEYHbIN
TOHYC COXpaHeH. JlIuMdaTniecKue y3bl He NaabnnpytoTcs.

OpraHbl AbIXxaHWS: BU3yaNbHO 061acTb FPYAHOM KNETKU He
n3meHeHa, gedopmaumi Het. MNpu nanbnauuu rpyaHas Knetka
anacTuyHasl, 6e360ne3HeHHasn. [epKyTOpHO: rpaHuLbl ner-
KUX COOTBETCTBYIOT BO3pacTHOM rpynne. AyCKynbTaTUBHO
BbICNYLUMBAETCSH MNy3puNibHOE [blXxaHWe NO BCEM MNOASM
NIErKMX, XpUNoB HeT. YacToTa AblXaTenbHbIX ABUMXKEHUA —
24 B MuHyTy. CaTypauusa Kucnopoga 97%.

OpraHbl cepae4yHO—COCYAUCTON CUCTEMbI: BM3yasibHO
obnacTb cepaua He U3MEHeHa, NaToI0rMYeCKUX BblbyxaHUM
HeT. [epKYTOPHO rpaHuLbl cepala COOTBETCTBYIOT BO3pacT-
HOM HOpMe — 2-i rpynne no Mon4aHoBy. AyCKynbTaTUBHO
TOHbl cepaua ACHble, PUTMUYHbIE, MATONOrMMYECKUX LLIYMOB
HeT. YacToTa cepAeyHblX COKpaleHun — 98 ya./MUH.

Bo3spacTt pe6eHKa Homep BBepeHus [lo3a, Mr/Kr maccbl Tena CymmapHas ao3a, Mr

3 roaa 10 mec 1 0,03 0,42
3ropa 10,5 mec 2 0,1 1,4
3roga 11 mec [MponyLeHo B CBSA3U pecnupaTtopHon MHbeKUnen

3ropa 11,5 mec 3 0,3 4,2
4 ropa 4 0,3 4,2
4 ropa 0,5 mec 5 0,3 4,2
4 ropa 1 mec 6 0,6 8,04
4 ropa 1 mec 7 0,6 8,28
4 ropa 1,5 mec 8 1 14
4 ropa 2 mec 9 1 14
4 ropa 2,5 mec 10 2 28

UcTouHuK: TonbirmHa [.B. n coaBT., 2025.
Source: Golygina D.V. et al., 2025.




MNynbC oAMHAKOBLIM Ha 06eux pyKax, yAOBNETBOPUTENbHOIO
HaMoOMHEHMS W HanpsKeHus. ApTepuanbHoe AaBlieHne —
100/60 MM pT. CT.

A3bIK BRaXHbIM, 06/IOXKeH O6enbiM Hanetom. MKuBoT
OKpyrnon Gopmbl, B3ayT, 6€3601€3HEHHbIN, 4OCTYNEH rny6o-
KoM nanbnauuun. lNevyeHb BbICTynaeT M3-Noa Kpas pebepHomn
Oyru Ha 2 cMm, ceneseHka — Ha 3 CM, NMJI0THOW KOHCUCTEHLMW.

lMonoBble opraHbl Pa3BWTbl MO XKEHCKOMY Tuny. Moye-
ncnyckaHue cBob6oaHoOe, perynspHoe, 6e36onesHeHHoe. Ctyn
0POpPMIIEHHbIN, 1—2 pa3a B CYyTKK, 0O6bIYHOW KOHCUCTEHLUH,
6e3 natoNorMyecKmx BKIOYEHUH. CUMNTOMbI pasapaxeHus
OpPIOLLIMHBI OTCYTCTBYIOT. [1pU NanbLEBOM PEKTaIbHOM UCChe-
4OBaHWW AOMONHWUTENbHbIE 06pa30BaHKs He ONpPeaensoTCS.

AHTponomeTpus: poct — 104 cm, macca Tena — 14,5 kr,
UMT — 13,4 kr/m2.

[narHos, BbiCTaBneHHbIM B 3 roga 4 mec, Ha MOMEHT
rocnuTanu3auum 6e3 u3MeHeHuNn.

JTaGopaTopHO€e U UHCTPYMEHTa/ibHOe o6GcnejoBaHue

Mpy NOCTYNNEHUN KIMHUYECKUM aHanu3 KpPOBMU: remo-
rno6uH — 122 r/n, neikouutsel — 8,0 X 109/, TpoMGOLM-
Tbl — 160 X 109/51, CO3 — 6 MM/4. BMOXMMUYECKUIN aHaNn3
KpoBW: 006WKUIN BUANPYONH — 4,9 MKMOSb/N, CBA3AHHbIN —
0,9 MKmMOnb/n, 06wni xonectepnH — 4,9 mmonb/n, ACT —
62 Ea/n, ANT — 22 Ea/n.

Y3M neyeHu: no CPeaHEKOYUYHOM JIMHUKM MaKCU-
ManbHblh pasmep — 10,3 cMm. Y3U ceneseHKku: pasmepsl
118 X 33 mm.

AnHamuKa u ucxopabl

Bo Bpemsa HacToduwen rocnurtanulauuMm BBeaeHa
11-9 pgos3a onunygasbl anbda (3,0 Mr/Kr, uam cymMmapHo
43,5 mr; 10,8 mn BOCCTaHOB/IEHHOrO pactBopa + 89,2 mn
NaCl 0,9%). Bpemsa nHoysmm — 220 MUH. BnepBble goctur-
HyTa nonHas [go3a. HexenaTenbHbiX peaKkuuh Ha BBede-
HUE He 3aperncrpupoBaHo. Kpome Toro, pebeHOoK nonyyan
[OMNoNHUTENbHOE NevyebHoe nuTaHue (cMmecb «KnuHyTpeH»
200 mn/cyT nnm Pantamen Junior no 1 6aHKe B Hegento ans
obecrneyeHns CyTo4HOM NOTPEBHOCTU B BUTAMUHAX U MUHE-

panax); ypcoaesoKkcuxoneyo Kucnoty — 250 mr/5 mn no
2 M Ha HOYb BHYTPb, MOCTOAHHO; BUTamnH D — no 1000 ME
1 pas/cyT BHYTPb, MOCTOSHHO.

B TeyeHne 24 Hep npoBoAMMONM Tepanuu Habnwoaa-
eTCsq OCTaHOBKa nporpeccupoBaHus 3aboneBaHus. Knu-
HU4Yeckn — pebeHOoK pacTeT, HabupaeT maccy Tena (3a Bpe-
MS HabnwgeHua +4 Kr), ogHako ¢uU3MYecKoe pasBuUTUe
npoAosIKaeT octaBaTbCH HUXKeE cpeaHero (oT —1 go —2 SD).
Mo AaHHbIM NabopaTopHbIX MCCNeaoBaHUM Yepe3 2 Hepn
nocne BeBeaeHnsa 11-1 0o3bl Nnpenapata oTMe4yeHa HopMa-
NM3aLua KonnyecTtsa fienkouutos — 8,4 X 109/n1 1 TpoMm-
60umnTOB — 254 X 109/n, KOHLEHTPaLMK 06LEero xone-
cTepuMHa — cHu3unacb go 5,5 mmonb/n (¢ 7,4 mmonb/n),
aktmBHocty ACT — pgo 66 Eap/n (¢ 91 Ea/n), ANT —
no 24 Ep/n (c 36 Ea/n).

Mo gaHHbIM Y3W 6GplOWHOM NONOCTU, NPOAOKAET Coxpa-
HATbCS renatocrnaeHoMeranusl, Ho HeT MPOrpeccUupoBaHMs
(puc. 1, 2). B TO e BpeMS OTHOCUTENbHO YBETMYMBLLENCS Mac-
Cbl TeNla pa3mMepbl NAapPeHXMMaTO3HbIX OPraHOB YMEHbLIWANCD.

PebeHoK perynspHo HabntogaeTca B CTallMoHape B Teve-
HUE CYTOK nocnie MHOY3uWKW, NocTynaeT Kaxable 2 Hea ans
o6cnefoBaHna M BBeAEHUS o4YepedHON A03bl OAnnyAasbl
anbda. HexxenaTtenbHbIX ABAEHWA BO BPEMS AAHHOIO U npe-
AblAyWNX BBEAEHWUI HE 3aperncTpMpoBaHo.

MporHos

[ns BbI3OOPOBAEHUS — MPOrHO3 HebnaronpuaTHbIN. Ans
WU3HW — OTHOCUTENIbHO 61aronpUsTHLIA B CBA3K C MpUMe-
HeHveM onunygasbl anbda.

BpemeHHas WwKana
XpoHonornsa passutus 601e3HM naumeHTkn M., ee Kio-
yeBble COObITUSA U NPOrHO3 NpeAcTaBeHbl Ha puc. 3.

OBCYXAEHUE

OwnarHoctnka BHI, Tvn B y Hawew nauueHTKuM Obina
3aTpyaHEeHa OTHOCUTENIbHOM JOBPOKaYeCTBEHHOCTbIO TEYEHUS
605€e3HU. [NepBble NPU3HaAKK 60/1E€3HU NOSBUIUCHL B BO3pacTe
1 roga 5 mMec n 6bIAn HecneunduyeckMmn. 3To coBnagaet

Puc. 1. [InHamrKa nonepeyHoro paaMmepa nevyeHu Ha npoTsaKeHnn 60/1e3HU

Fig. 1. Dynamics in liver transverse size over the disease course
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McTouHuK: Tonbirnia [.B. v coaBt., 2025.
Source: Golygina D.V. et al., 2025.
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Puc. 2. JuHaMrKa pa3mepoB cene3eHKn Ha NPoTaXKeHUn 601e3HU
Fig. 2. Dynamics in spleen size over the disease course
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McTouHuK: TonbirnHa [.B. v coaBT., 2025.
Source: Golygina D.V. et al., 2025.
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Puc. 3. lMNauuneHTka M.: XpoHON0OrMsa pa3BuTMa 60NE3HM, KtOYEBbLIE COOLITUSA M MPOrHO3

Fig. 3. Patient M.: disease chronology, key events, and prognosis

3ajeprKa Macco-poCTOBbIX
noKasarenen, crjieHomeranus,
renatomeranung, noBbllleHne
YPOBHA TpaHCaMWHa3, Xo/iecTepuHa,
[MCNencu4ecKni CUHAPOM

O6patnnucb
K 3HOKpUHONOrY
no NOBOAY MI0XoH
npuGaBKK Macchl Tena

Cnabas npubaBKka
MacCco-pOCTOBbIX
rnokasarenewu,
MUKpPOCOMaTUYeCKoe
pasButHe

3 o8 10 1o 3 o8 11 1
COMHUTENbHbIN

HayaTo BBEeaeHue

YctaHoBneH npenapata OA
avarHos BHIM, o
B CTapTOBOW A03€e
TMn B

0,03 mr/Kr

3-e BBefeHve OA
nponyLeHo
B cBA3u ¢ OPU

11-e BBeageHue npenapata OA
B Ao3e 3 mr/Kr. HexenartenbHble
ABNEHNS HE 3apEerucTpupoBaHbl

MpumeyaHue. BHIM — 6one3Hb HumaHHa — Muka, OA — onunyaasa anbda, OPU — ocTpas pecnupaTtopHas MHbEeKLMS.
Note. NPD (BHIM) — Niemann — Pick disease, OA (OA) — olipudase alfa, ARl (OPU) — acute respiratory infection.

C MHEHWEM ApYruMx aBTOPOB O AUTeNbHOM (He MmeHee 1 roaa,
B psage cinyydaeB 6onee 3 neT) nepuofe 4O YCTaHOBMIEHUSA
amarHosa [21-23]. TaK, B HabnogaTenbHOM UCCNeaoBaHUM
(PpaHuus) nctopuin 6onesHn 118 naumeHToB ¢ AedbULIUTOM
KCM megnaHa Bo3pacTta yctaHoBAeHus avarHosa bBHI, tun A
coctaBuna 8 mec (min—-max 1-18), un A/B — 1 (0-3) roa,
mn B — 5,5 [0-73] net [24]. leBoyka M. Habnwoganacb
B TeYeHWe ABYX JIET C Pa3/IMYHbIMU FaCTPOIHTEPOSIOTMYECKH-
MU 3aboneBaHusMK. AunarHold BHIT ycTaHOBNEH B Bo3pacTe
3 neT 4 Mec 1 NOATBEPHKAEH MONEKYNAPHO-FEHETUHECKUMU
nccneaoBaHUaMU UM onpeaeneHnem aktuBHocTn KCM.
[lepcneKTUBHbLIM HamnpaB/ieHUEM pPaHHEW AMarHoCTU-
KW NIM30COMHbIX 60N1€3HEN HaAKOMNEeHUs SBASIETCH HeoHa-

TallbHbIM CKPWHMHI. B KOroptHom wuccnegoBaHuu 6osee
50 TbIC. AOHOLLEHHbIX HOBOPOXKAEHHbIX (KuTan) metogom
TaHOEMHOM MacCC-CNeKTPOMETPUM BbIsIBNEHbI 2 pebeHKa
c 6onesHbto lowe, 5 — ¢ gedunumntom KCM, 9 — ¢ 6051€3HbIO
Kpa66e, 8 — c 6onesHblo Pabpu M Tpoe HOBOPOIKAEH-
HbiXx — C 6one3Hbto lNomne. CoBOKynHas pacnpocTpa-
HEHHOCTb JIM30COMHbIX 60M€3HEeN HaKOMIEeHUs, COrlacHo
[aHHbIM 3TOro WccnefoBaHWsA, cocTaBuia 1 cnydan Ha
1856 xunsopoxaeHunn, aedpuunt KCM — 1 Ha 10 TbiC. [25].
B aTOM CBSI3M MOMHO OXMAaTb, YTO HEOHAaTa/lbHbIA CKPU-
HUHI opdaHHbIX 3aboneBaHuU MPUBELET U K paHHeMy
Ha3Ha4YeHWO TapreTHoOM Tepanuu, 4YTo 3HAYUTENbHO Ynyy-
LUMT MPOrHO3 6O/NbHbIX AETEN.



Onunygasza anbda npumeHsaetcs npu BHIT 6e3 nopaxe-
Hua LUHC [1], noatomy npenapatT 6bi1 nokasaH pebeHKy M.
Onunygasy anbda Havanm BBoAUTb ¢ 3 neT 10 mec B Hapac-
Tatowen gose. lNonHasa gosa — 3 Mr/Kr — AOCTUIHYTa Mpwu
11-% nHby3nn. Ha doHe P3T pocTurHyta nonoxutenbHas
AMHaMMWKa 60/1e3HM, HYTO NO3BONAET U3MEHUTb OLEHKY Mpo-
rHO3a A/19 XM3HU U BOCCTAHOBMEHMUS HapyLWEHHbIX GYHKLMWA
y OMUCaHHOM HaMW MaLUMEeHTKM Ha 6oniee 6naronpuUsTHYLO.
OaHaKko onpeaeneHHbIM 3TO CYKAEHME He SBAseTcs, TaK
KaK pesynbraTthbl nevyeHuns geten ¢ bHI tvna B nocne 52 Hep
®3T He onucaHbl. BMecTe ¢ TeM, Takue pe3ynbTaTbl ONUCcaHbl
y B3POC/bIX, KOTOPbIX HAGMOAaNM B TEHEHWE ABYX NleT Tepa-
nuuM onunyaason anbda B Ao3e 3 Mr/Kr maccol Tena [26].
B 4acTHOCTM, OTMEYEHO CHWXeHWe obbema Cene3eHKU [0
6,1 KpaTHOW HOPMbl MPOTMB MCXOAHbIX 11,7. N3MeHeHune
o6bemMa Cefne3eHKM y MalMeHToB, MojaydyaBluWx npenapat
TONbKO B TeYeHMe OAHOro roga, 6bl10 BbIPaXKEHO B MEHb-
wewn ctenenun (7,7 KpaTHOM HOPMbI NPOTUB UCXOAHbIX 11,2).
YuuTbiBas MeONeHHylo AWHAMWKY KIMHUYECKUX MPU3HAKOB
60/1€3HM Y B3POCAbIX, Mbl Npegnonaraem, 4To ctabunamsaums
renaTocnieHoMeranmun y Hawem nauueHTKn asasetcsa 6naro-
NPUATHBIM MPOMEKYTOUYHBIM PE3YNILTAaTOM.

OTaenbHO OTMETWMM, 4YTO B MCCNefoBaHWMM OnUMNyAasbl
anbda y B3pociblx 6bI10 3adpuKenupoBaHo 151 Hexkenatesb-
Hoe sIBNeHWe, MPeanonoXUTENbHO, CBA3AHHOE C JIeYEHMEM.
Haunbonee pacnpocTpaHeHHbIM U3 HUX Oblfia roloBHas 60/b —
y 10/35 yenoBekK (29%). HexenatenbHble aBneHuns (n = 101),
KnaccudurLMpoBaHHbIE KaK peaKkums Ha HDY3KUIO, B B60MbLUIMH-
cTBe cnyyaeB (62%) 6bIn11 3aperncTpMpoBaHbl B NepBble 6 mec
NIeYeHNs, U HU ogHO — nocne 18 mec. Y 4YeTbipex YenoBeKk
6blfI0 HECKOMbKO BPEMEHHbIX MOBbILEHWIA MEYEHOUYHbIX TPAHC-
amMKuHa3, 1 BCe OHM paspeLmnanck 6e3 A0NONHUTENBHOIO neye-
HMS. HY OAMH NaLMEHT He NpeKpaTUa NeYeHns U3-3a N060YHbIX
addekToB [27]. B Hawem cnydyae B TedyeHMe 5 mec Tepanuu
HexenaTeNnbHbIX IBAEHWUI HEe 3aperncTpMpoBaHo.

ABTOpbI ABYX UCCNefoBaHUM ¢ yd4actuem aeten [18, 19]
W OAHOro KIMHMYECKOro HabnwogeHuss pebeHka B TevyeHue
ofHoro roga [20] TaKkKe yKa3blBaloT Ha BbICOKMK Npoduib
6e3onacHoCTM onunygasbl anbda. HexenatenbHble sBfe-
HUSI PErUCTPMUpPOBaNM PeaKo, 6ONMbWNHCTBO — pPeakLuu Ha
MHOY3MK NpenapaTa B Havyase Tepanuu Ha atTane ackanauuu
[03bl. B panbHenwem, ¢ OOCTUKEHUEM MNOAAEPKMBAtOLLEN
[03bl OHM yXKe He BO3HMKanu. B ogHOM ciydyae y B3pOC/ioro
60/1bHOr0 C paHee JOKYMEHTUPOBaAHHOW KapauomuonaTtuen
6blna BbiSiBNIEHa aKcTpacuctonua [27]. Nocne npoBeAeHHOrO
Nle4EeHUs OTMEeYann CHUMXEHME KOHLEHTPaLIMK XONecTepmHa,
aKTMBHOCTM TpaHCaMMHa3, yMEHblLIeHWe renatocnieHome-
ranuv, BOCCTAHOBNEHWE TEMMNOB (GM3MYECKOro pPasBUTHS,
BOCCTaAHOB/IEHME KOonMyecTBa TpomboumTtos [18—-20].

B npeacraBaeHHOM HamK cinyydae TakKe MOoATBEepXKAaeT-
CS MONOXKUTENbHbIN 9QPEKT NPUMEHEHNS onunyaasbl anbda.
MnaHupyeTca nNpoaonKeHne Tepanuu B O6LLEN CNOXKHOCTH
B TeyeHue 2 net. Nocneaytollas TakTMKa nocne nposeaeHus
24-meca4Hon 3T noKa He pa3paboTaHa. 3To ABNSeTCs nep-
CMEKTUBOM JafbHENLWNX UCCNIEeJOBAHUN.

3AK/IIOMEHME

CoyeTaHue B aebtote BHI, TN B renatocnaeHomeranuu,
BbICOKOW @aKTMBHOCTM TpaHCaMMHa3 U KOHLIEHTpaLuMK Xone-
CTepUHa, racTPO3HTEPONOrMYECKMX CUMMTOMOB, MIOXON NpU-
6aBKM Maccbl Tena AO0/IKHO HaCTOPOXWTb Bpayvyen B OTHO-
LWEHUN Hannumg y pebeHKka opdaHHOro 3aboneBaHus. 31o
NO3BOSIUT COKPATUTb CPOKU AMArHOCTUKM BGONE3HU U UHM-
LMMpOBaTb NaTOreHEeTUYECKYIO Tepanuio Ha pPaHHWUX CPOKax
ee pa3BuTus. B onucaHHom Hamu cnydae ©3T onvnyaason
anbda HavaTa B Bo3pacTte 3 net 10 mec B go3e 0,03 mr/Kr
Maccbl Tena. B 4 roga 3 mec Bo BpeMs 11-1 MHOY3MK OOCTUT-

HyTa nonHasa go3a — 3 Mr/Kr Macchl Tena. HexkenaTenbHbIX
ABEHWN He 3aperucTpupoBaHo. B xoge npoBoamMmon tepa-
nun HabngannM OCTaHOBKY MporpeccupoBaHus 3abone-
BaHWa: cTabunuaupoBanacb renaTocnjieHoMeranuns, otme-
YyeHbl HOpManu3auus naabopaTopHbIX Mpu3HakoB bBHI
W Mef/JieHHOe BOCCTaHOBMieHWE (UINYECKOrO pPa3BUTUSA
pebeHKa. 3annaHuMpoBaHO MNPOAOIKUTL BBEAEHME Oonuny-
fasbl anbda B noagaepxuBatollen go3e 3 Mr/Kr maccol Tena
1 pa3 B 2 Heq.

WHO®OPMUPOBAHHOE COINIACUE

OT poauTens naumneHTa noay4eHo NMCbMeHHOE UHPOPMU-
poBaHHOE O6POBOSILHOE cornacue Ha NybanKauuto pesysnb-
TaTOB ero o6cnefoBaHUs W NledyeHus (daTa MNOAMNMCaHMS:
06.06.2024).
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O6ocHoBaHue. [mnepnaasvs feceH — MaTto/ornyeckoe Andoy3Hoe uan J1I0KaJlbHOe paspacTtaHme (GUOPO3HON TKaHU
B 06/71aCTM [ECEH M NapOAOHTa. Ype3MepHbI POCT TKaHU JECEH MOXET ObiTb MPUYNHOKM BOCMaaeHMUs NapofoHTa M, Kak
cneacTBue, Notepu 3y60B, HAPYLLIEHNS PEYU, KEBAHUS, ICTETUHECKMX M3MEHEHMI. OnncaHHbIe C/lydan runepniasnm 4eceH
y AeTen Ha poHe Tepanuu LMKI0CITOPUHOM OrpaHuyeHbl He6O/bLLION AIMTEIbHOCTbIO Hab/lo4eHns (4o 2 Mec), He cogepKaTt
MHpOpPMaLMM O KOHLIEHTPALMK LIMKIOCIIOPUMHA B KPOBM U CKOPOCTU perpecca rurneprias3un nocae oTMEHbI npenapara.
OnucaHue KIMHUYECKOro csy4dasi. PebeHok, Bo3pacT 8 net 10 Mec, My)KCKOro rosaa, Haxogusicsi Ha CTalUyuOHapHOM
JIe4EHUM 10 NOBOAY HEPPOTUHECKOrO CUHAPOMA. B cBS3U ¢ nosiBAEHMEM runepnaasmn JeceH HeOAHOKPaTHO obpallascs
3a MoMoLb0 K CTOMAaTo/Iory — MecTHas Tepanus 6e3 apdexta. B craynoHape 6bina nepecmMoTpeHa Tepanus HeppoTu-
4eCcKoro cuHapoma. BeisiBneHbl ABa npenapara, KOTopble MO CrIPOBOLMPOBAaTbL Pa3BUTUE TMAEPIa3nu: LIMKIOCTOPUH
(nepuog npumeHeHnss — 5 net 10 mec) u amnoannuH (nepmod npumeHeHns — 1 rog 6 mec). HaaHa4eH MOHUTOPUHI KOHLIEHT-
paumn LUMKI0CNOpHHa B KPOBU. 3apMKCUPOBaHbI 3N130/bl MOBbILIEHNS KOHLEHTPALMKU LIMKTOCTIOPHUHA B KPOBM BbILLE PEKO-
MEHAOBaHHbIX 3HayeHu. lpenapat onpeneneH Kak Hanbosee BeposTHas NpuYMHa J1€KapCTBEHHON rMnepniasnm 4EeCeH.
AMI0AMANH paccMaTpUBaIn KaK aganTUBHbIN paKTop, ycyrybnsiolmni no6oYHbin adext. Oba npenapata OTMeHeHbI. CrycTs
9 mec npu MOBTOPHOM MOCTYNIEHUMU B CTaLMOHap OTMEYEH PErPECC runeprniasum eceH. 3akmdeHune. [lpumeHeHne npe-
rnapatoB, aCCOLMMPOBAHHbIX C BbICOKMM PUCKOM pa3BUTUS runeprniasnm eceH, TpebyeT AMHaMMYeCKOro HabaoaeHns aas
CBOEBPEMEHHOM KOPPEKLMN Tepanun 1 NpeayrnpexaeHns cepbe3HbiX MNOCAEACTBMIA TaKoro ae4eHunsl. OfHaKo MOHUTOPUHI
KOHLEHTpaLMK1 LIMKIOCTIOPUHA HE rapaHTUPYeET NPeaynpexaceHus pa3BuTns nob0oYHbIX 3pPeKToB.

Knro4eBbie cnoBa: runepniasus JeceH, 6e30rnacHoOCTb, LIMKIOCIOPHH, aHTarOHUCTbI KajbLUs, KOMGUHMPOBaHHas Tepanus,
HEepPOTUHECKUI CUHAPOM, AETU, KIIMHUYECKMI Clydan

Ans untupoBanus: Ctpok A.b., KocteineBsa M.H., KoctnHa A.B. Pa3Butue runepnnas3um geceH Ha GoHe NeveHns LnKIo-
CMOPUHOM U aMNoAMNUHOM pebeHKa ¢ HePPOTUYECKUM CUHAPOMOM M PErpecc nocne KoOppekuuu tepanuu: KIMHUYEeCKUn
cnyyaw. Borpocsl coBpemeHHo negmatpumn. 2025;24(1):45-53. doi: https://doi.org/10.15690/vsp.v24i1.2860

OBOCHOBAHME cuHagpoma Pesepdoppa, cuHapoma LinmmepmaHa -
Mnepnnasunsa geceH (rmneptpodua AecHbl, dpubpoma- Na6aHpa) [2].
T03 AecHbl, MKB-10: K06.1) — peaKoe 3ab6oneBaHue, M3onnpoBaHHass HeCUMHAPOMHaAA HacfeLCTBeHHas

xapakTepuayloueecs naTonortyeckum andoysHbIM Kan
JIOKaNlbHbIM POCTOM AecHbl [1]. Bbligensioor wnauonartuye-
CKYI0, Hac/eiCTBEHHYIO N NeKapCTBEHHO-UHAYLIMPOBaHHYIO
dopMbl 3ab6oneBaHus [1].

PacnpocTtpaHeHHOCTb nanonatuyeckon runepnnasum
feceH B o06LWen nonyndumMum oueHuBaetcs B 1 cnydaw
Ha 750 Tbic. YenoBeK He3aBMCUMMO OT Mojsia W JioKa-
nn3auunun (dentoctu) [1]. HacneactBeHHas runepnnasug
[eCeH onucaHa W KaK camocToAaTeNnbHOe 3aboneBa-
HMWE, U B COCTaBE HECKOJIbKMX CUHAPOMOB (CMHApPOMa
MHOXECTBEHHOW raMapTOMbl, MEePeKPecTHOro CWUHAPO-
Ma, cuHgpoma Mioppea — T[lblopeTuka — [peuwepa,

runepnnasusi JeceH — pefaxoe reHeTuyeckoe 3aboneBa-
HWE C HEM3BECTHOM PacnpOCTPaHEHHOCTbLIO, NPOSBASIOLLE-
ecsl Me[J/IEHHO MPOrpPecCcUpyoLMM HereMopparmiecknm
[006pOKayYecTBEHHbIM GUOPO3HLIM pa3pacTaHUEM WUCKIIO-
YWUTENbHO TKAHWU AecHbl. PacnpocTpaHeHHOCTb HECUMHAPOM-
HOM HacneLCTBEHHOW runepnnasvu geceH, No-BuaMMomy,
3aBWUCUT OT PacnpPOCTPAaHEHHOCTU MATOreHHbIX U3MEHEHUI
B reHe SOS1 (OMIM *182530) [3]. Ecnvn HacnegoBaHue
M3MEHEHHOr0 reHa SBNSeTCS ayTOCOMHO-AOMUHAHTHbIM, TO
npeanonaraemMas ¢GeHoTUNMYeckas pacnpocTpaHEeHHOCTb
B obwen nonynsaumm coctasnser 1 cnydanm Ha 750 ThbiC.
4yenoBeK, a yacTtota reHa — 1 Ha 350 Tbic. YenoBeK [4].
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Mnepnnasus geceH TakKXe onucaHa Mpu OCTPOM MHUeEsNo-
MOHO61AaCTHOM JIEMKO3€e, OCTPOM MOHOG/1IaCTHOM NEenKo3e,
MyKononucaxapugose [5, 6].

OueHKa pacnpoCTpaHEeHHOCTU IeKapCTBEHHO-UHAYLIMPO-
BaHHOM rvnepnnasvv AeceH 3aTpyaHUTeNbHa MO Npu4nHe
peaKocTn aToro no6o4vHoro adpdekta [7].

HemoanduumnpyembiMmn GakTopammn pucka NeKapCTBEHHO-
WHAYLMPOBAHHOM rMNepnaasuun AeceH SBASTCA MYyXKCKOM Non
(pMCK B TpU pasa Bbllle, YeM Y XKEHLMH), MaadwWwni Bo3pacT,
reHeTMyecKas npeapacnofioXeHHoCTb [8], BKAYas Hanvyine
annens HLA-A24 [9], a TaKXe OpTOAOHTMYECKOE nedeHune [10].
Bo3MOXHbIMKM daKTopamu pUCKa pas3BUTUSA Trunepniasvu
[ECEH TaKe ABASATCA BOCMNaseHne geceH U o6pasoBaHue
3y6HOro Haneta, HegocTaTo4yHas rMrueHa nNonocTu pra, obpa-
30BaHWe Hafd- M NoaaecHEeBbIX 3yOHbIX OTIOKEHUN [8].

MoaunduumpyembiMm  PaKTOpPOM pUCKa runepniasuu
[leCeH ABNAIOTCA NIeKapCTBEHHbIE CpefcTBa, AN KOTOPbIX
TKaHb AECHbl He aBnsieTca MulleHbto [11]. B uccnegosanum,
B KOTOPOM 6b1IM NpoaHann3npoBaHbl AaHHble 6onee 4,5 MH
OTYETOB 0 NOBGOYHbIX ahPeKTax Npu NpuemMe neKapcTBEHHbIX
npenapartoB, 3aperncTpMpoBaHHbIX ¢ aHBaps 2004 no MoHb
2014 r., 6bina ob6Hapy)KeHa CBA3b Cly4yaeB ruvneprnaasunu
c 6onee 4em nonyTopa AecaTkaMu npenapartoB Tpex dapma-
KOMIOrMYECKMX rpynn: UMMYHOCYNpPeccaHTbl (LMKIOCMOPUH,
MWKodeHonata modeTunn), 610KaTopbl KanbLMEBLIX KaHaN0B
(HUdEeannuH, HUKaPAUNUH, GEHUANMUH, aMIOAUMNNH) U aHTH-
KOHBY/NbCaHTbl (PEHUTOMH, 30HM3aMui, JeBeTupaleTam,
Tonupamart, BanbnpoeBas KucaoTa, Kapb6amasenuH, Knoba-
3aMm, anasenam, peHobapbuTan, NPUMMUAOH) [7].

A. Dongari-Bagtzoglou (2004), 0606wWwunB pe3ynbraThl
uccneaoBaHWiM ruNepniasun AeceH, nokasasna, Y4To Takue
M3MEHEHUS Ha dOoHe npuemMa HudpeaunuHa, LUMKIoCNopuHa
(y B3pocnbix) U deHUTonHa oTmevatoTcs B 6-15, 25-30
1 50% cny4yaeB COOTBETCTBEHHO. Y AeTen YyacToTa pa3BUTUA
runepnnasuMn geceH Ha GoHe Npuvema LMKIOCMopuHa npe-
BbllwaeT 70% [8].
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YCTaHOBNEHO TaKXe, 4TO OAHOBPEMEHHOE MNPUMEHEeHWe
NIeKapCTBEHHbIX MpenapaTtos, o6nagatolmx nogobHbIM No6oy-
HbIM 3QdEKTOM, C LIMKNOCMOPUHOM YBETMYUBAET PUCK Pa3BUTUS
rMnepniasuMmu AeceH, x0T CBfA3b rvnepniasun ¢ A03MPOBKOM
LUMKIOCNOPHUHA, MPOAOIKMUTENBHOCTBIO Tepanuu LMKNOCNopH-
HOM, BO3PaCcTOM M M0IOM yCTaHOBNIEHa He 6blna[7]. BmecTe cTem,
NoKa3aHo, 4To cpeaHee BPeMs OT Ha4yana npuema npoTMBoCyLo-
POXHbIX MpenapaTtoB M WMMMYHOAENPECCAHTOB [0 Pa3BUTUA
runepnnasuu geceH coctaBuio 37 U 71 cyT COOTBETCTBEHHO,
npv npveme 6710KaTOPOB KasbLMEBbLIX KaHanoB — 262 ¢yt [7].
[aHHble 4ns OeTCKOM NonynsiumMM He aHann3npoBanu.

MaToreHes runepnnasvv OEeCHEBOW TKaHU, MPEAnoOHKHu-
TenbHO, 06YCNOBAEH YPE3MEPHbBIM HaKoMNIeHNeEM 6ENKOB BHe-
KIETOYHOro MaTpuKca nnn amopdHOro OCHOBHOIO BellecTBa
B COoeauMHWUTENbHOW TKaHu [1]. OgHaKo natoreHes runepnia-
31K, BbI3BAHHOM fIeKAPCTBEHHbLIMU MpenapaTamMu, OCTaeTcs
ManounaydeHHbIM. CYnTaeTcs, Hanpumep, 4To OAHWM W3 3Be-
HbEB MaToreHe3a HEKOHTPOIMPYEMOW NpoandepaLmm KNeToK
NPy MeANKaAMEHTO3HO-MHAYLMPOBAHHOM rMnepnaasMn geceH
fBNsSeTCs MHrMOMpPoBaHME anonTo3a, 4To, B CBOK o4epesp,
NPUBOAMT K HapyLlEeHWI0O HOPManbHOrO OGHOBIEHUS KNETOK
ANUTENUS U COEAUHUTENBbHOM TKaHM [12]. YcTaHOBAEHO, 4TO,
B OT/IMYME OT rMnepniasunu AeCeH, BbiISBaHHON NPOTUBOCYAO-
POXKHbIMUK MpenapaTamu n 610KaTopamMu KanbLMEBbLIX KaHa-
N0B, rMNepnaasuns JeceH B pesybrate MMMyHOCYNPECCUBHOM
Tepanuu XapaKTepusyeTcsl BbICOKMM YPOBHEM BOCManeHus
npu HU3KOM ypoBHe ¢nbposa [13]. CBA3b Mexay Npuemom
LMKIOCNOPMHA U BO3HUKHOBEHMEM TUMNEPNIa3nmn AeceH noa-
po6HO NpoaHanuanpoBaHa B paboTtax [11, 14].

CornacHo MHCTPYKUMKM MO MEAMLMHCKOMY MPUMEHEHWMIO
OpUTMHaNbHOro npenapaTta UMKNOCNOPUHA, rMnepnnasus
[leCeH OTHOCUTCH K KaTeropuum o4eHb 4acTblX MOGOYHbIX
apdeKToB (= 1/10)L.

1 TocynapCTBEHHbIM PEECTP N1eKapCTBEHHbIX CPEeaCTB.
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Gingival Hyperplasia Associated with Cyclosporine
and Amlodipine Administration in a Child with Nephrotic

Syndrome and Regression after Therapy Correction: Clinical Case

Background. Gingival hyperplasia is a pathological diffuse or local outgrowth of fibrous tissue in the gums and paradontium. Excessive
growth of gum tissue can cause periodontal inflammation and results in tooth loss, speech and chewing issues, aesthetic changes.
The described cases of gingival hyperplasia in children on cyclosporine therapy are limited by the short follow-up (up to 2 months) and do
not contain data on cyclosporine levels in the blood and hyperplasia regression after treatment cessation. Clinical case description.
The child, 8 years 10 months old, male, was hospitalized for nephrotic syndrome management. He was consulted by the dentist several
times due to gingival hyperplasia; topical therapy had no effect. Therapy of nephrotic syndrome was revised during hospital stay. Two
drugs were identified that could provoke the hyperplasia development: cyclosporine (on-treatment period — 5 years 10 months) and
amlodipine (on-treatment period — 1 year 6 months). Monitoring of ciclosporin levels in blood was prescribed. Episodes of increased
cyclosporine levels (above the recommended values) were recorded. The drug was considered as the most likely cause of drug-induced
gingival hyperplasia. Amlodipine was considered as additive factor exacerbating the side effect. Both drugs were discontinued. Gingival
hyperplasia regression was noted 9 months later at return to the clinic. Conclusion. Administration of drugs associated with high risk
of gingival hyperplasia development requires dynamic follow-up for timely therapy correction and severe complications prevention.
However, monitoring of ciclosporin levels does not guarantee the prevention of side effects.
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B aton cBA3W npu nevyeHnn HedbpoTUYECKOro CUHAPO-
Ma UMKIOCMOPMHOM Yy Bpaya BO3HMKAET psi BOMPOCOB,
KOTOpble B HacTosllee BPEMS OCTaloTCH OTKPbITbIMM: KaK
CKOPO OT MOMEHTa Havana npuvema UMKIOCMOPUHA MOXKET
NosiIBUTbCS TMMepniasva LeceH Yy AeTel; KaKkas cyToyHas
[03a npenapaTta accouMnpoBaHa C BbICOKMM PUCKOM pas-
BUTUS TMNEpnnasnMn LeceH; MOXHO I CHU3UTb 3TOT PUCK,
B TOM 4ucCne nyTeM MOHUTOPUHIa KOHLIEHTPaL MK npenapara
B KPOBW; 4TO MOXET CMPOBOLIMPOBaTh NOSBNEHME TUnepnia-
3UK OeCeH Mpu NPUMEHEHUM NEKAPCTBEHHbIX MpenapaTos,
BbI3bIBAOWMX FTMNEPNIA3U0 AECEH; CNeayeT N NPOAOIKATb
Tepanuio Npu MNOsIBAEHWUM TUNepnia3un AeceH; OcCyliecT-
BNATb NI XMPYPru4yecKoe BMeLWaTeNbCTBO 415 KOPPEKLMM
runepnnasnun; Kak CKOpo perpeccupytor CUMMATOMbI runep-
nnasuu AeceH, CBA3aHHble C MPUEMOM SIeKapPCTBEHHbIX Npe-
napartoB, Nocsie Ux OTMEeHbI?

B cpegHem y naumMeHToB B Bo3pacTe Ao 18 neT oTmeva-
eTcsa 6onee 6bICTPOE BbiBEAEHWE LMKIOCMOPUHA MO CpaBHe-
HUIO CO B3POC/biMKU. B 3TOM CBA3M MOMHO MPEAnoSIOKNTD,
YTO OTBETbl Ha NOCTaB/IEHHbIE Bbille BOMPOCHI MOMyT GbiTb
pas3nnYyHbIMK AN AETCKOW W B3pocnon nonynsaumm. OgHako
noNy4YnTb 3TM OTBETbI CenMvyac He NpeacTaBAseTcs BO3-
MOXHbIM MO MPUYNHE OTCYTCTBUS MCCNEAOBaHWI pa3BUTUA
rmnepnnasuun geceH y getenm ¢ HeppoTUYECKUM CUHAPOMOM
Ha ¢oHe Tepanuu LMKIOCMOPUHOM, YTO AenaeT LEeHHbIMM
ONUCaHNS OTAENbHbIX KIMHUYECKUX ClyYaeB.

Ony61MKOBaAHO HECKOMIbKO CllyYaeB pa3BUTUA runepnia-
31K AeCeH y AeTen, NonyvyaBLIMX LMKIOCNOPKH Nocae TpaHc-
nnaHTaLumMm reMonoaTMYECKMX CTBOSTIOBLIX KNETOK Mpu Tanac-
cemun [15], Ang nedyeHus annactMyeckon aHemuu [16, 17],
y NauMeHTOB MNoc/e TpaHcnnaHTaunn nevyeHun 1 noyex [18].
OpaHaKo cyToYHble 4O3bl NpenapaTa, Bbi3BaBLlUME rMnepnia-
3Ut0 eceH, 6bln yKadaHbl B ONUCaHWUU TONbKO O4HOMO Kiu-
HWYECKOro cnyyas (CyToyHas [4o3a LIMKNoCNopKuHa cocTaBuna
150-250 Mr Ha npoTsxeHnn 18 mec) [16].

CpoKM perpecca cCMMNTOMOB rMnepnaasvu nocne otme-
Hbl LMKNOCMOPMHA MO YKA3aHHbIM KIIMHUYECKUM Clly4asim
TaKKe HEN3BECTHbI. B onMcaHumn ogHOro ciyyas CpoK npume-
HEHWS LMKIOCMOPUHA O MOMEHTA MOSIBNEHNUS rMnepniasun
cocTtaBun 4 roga [18], 4To CUIbHO OT/IMYaETCs OT NoKa3aTens
BPEMEHW AN MMMYHOZENPECCAHTOB B o6Ler nonynauuu
nauneHTos — 71 ¢yt [7].

[aHHble 0 6€30NacHOCTU LMKIOCNOpPMHa npu cobnoae-
HUKW TepaneBTUYECKOro AMana3oHa KOHLEHTpauuh npena-
paTa B KPOBM y AeTeN NPOTUBOPEYUNBLI. TaK, Mo pedynbratam
NPOBEAEHHbIX PpaHee UCCNefOBaHUM, KOHLEHTPaUMUS LUKI0-
CrMopuHa B KPOBM, HO He A03a npenaparta W NpoLoKUTENb-
HOCTb /le4eHMs OKa3blBana HebOoMbloe, HO CTaTUCTUYECKM
3HaYMMoe BMSHWE Ha runepnnasuio geceH [19]. OgHako
y MauMeHTOB, MEPEHECLUMX TPaHCMIaHTauMIo remMonoaTu-
YECKMX CTBOJIOBbIX KMNETOK, KOHLUEHTpauus LMKIOCNopuHa
B KPOBW He accolMnpoBana ¢ pa3pactaHnemM aeceH, Gopmu-
pOBaHUEM FTMHEKOMACTUK U runepTpuxo3om [20].

Hu)ke npefcTtaBneHoO OnucaHWe KIMHMYECKOro cryvas
nevyeHns BepudULMPOBaAHHOTO HEPPOTUYECKOIO CUHAPOMA
y pebeHKa C NPUMEHEHMEM LIMKIOCMOPUHA U aMNoauNuHa,
OCNIOXXHUBLUErocs pa3BuTUEM runepnnasumn geced lll cre-
neHu, ¢ nocneayrlwnmMm HabnaeHreMm nauueHta Ha npo-
TSXEHUN 9 Mec, B TOM YMC/Ee M MOCNe OTMEHbl YKa3aHHbIX
npenapaTos.

KNUHUYECKUA NPUMEP

O nauueHTe

MauneHT K., ManbuukK, Bospact 8 net 10 mec, nocTynun
B CTaUMOHap A1 MNAaHOBOMO JleYeHWs C KasobamMM Ha
M3MEHEHUS B aHaNM3ax MOYM (MPOTEUHYPUS), MEPUOANYECKM
OTEKM nLa Mo yTpam, ann3o4bl NOBbILEHUS apTepuanbHOro

pasnenus (AQ) go 170/90 MM PT. CT., YBENMYEHUE TKaHU
[ECEeH Ha NPOTSKEHMM NocnegHux 7 mec.

AHaMHe3 60s1e3HM. COornacHo BbiNUCKe U3 ambynaTop-
HOWM KapTbl NaLueHTa, B Bo3pacte 4 mec nNpu uccneqoBaHun
MO4M BbisiBNeHa npotenHypus go 1 r/n. B Bo3pacrte 1 roga
4 mMec NosIBUAMCb OTEKM NuLa, NPOTEUMHYpUs A0 6,6 r/n.
Yepes mecsu, BMecTe ¢ NpoTeEUHYpUeEn 06HapyKeHbl aHeEMUS
(remorno6uH go 98 r/n), Tpomé0oLUKnTO3 (A0 571 ThIC.), yBENU-
YeHue cKopocTu oceaaHus aputpouuntos (COI) (o 43 MM/4),
runonpotenHemus (ao 40,7 r/n), runoanbbyMuMHeMus
(oo 18,3 r/n), CHUXEHWE KOHLUEHTpaLWUKU Kefesa KpoBMU
(o 3,2 MKM/n), runepxonectepuHeMus (4o 9 mmonb/n),
yBennMyeHne pasmMepoB Mo4vyeK. [AuarHoctupoBaH MHbaH-
TUIbHBbIN HEDPOTUYECKUIA CUHOPOM; OT Ha3HAYEHHOW [NIo-
KOKOPTUKOMAHOM TepanuuM MaTb pebeHKa KaTeropuy4ecKu
OTKazanachb. 10 JaHHbIM BbIMUCHbIX 3MUKPU30B U3 MEANLMH-
CKMX KapT CTauMoHapHOro 60/IbHOro (MCnofib30BaHbl 34eChb
W ganee), B Bo3pacte 1 roga 7 mec pebeHoK rocnutanmau-
pOBaH B CTaLMoOHap ¢ AMarHo30oMm: «JByCTOPOHHUI aKTUBHbIN
Ny3blPHO-MOYETOYHUKOBbIN pedtoKe |l cTeneHun, BTOPUYHbIN
HEPPOTUYECKUIN CUHAPOM, LMCTUHYPUS, CUHOPOM COeau-
HUTENbHOTKAHHOW Aucnnasun, HeaunddepeHumpoBaHHas
dopmar. Toraa e Oblna NpoBeAeHa nepBas 3HAOMNACTUKA
YCTbe€B MOYETOYHUKOB. CnycTa 7 Mec Obin BbIIB/IEH peLManB
NPaBOCTOPOHHEr0 aKTUBHOMO MNy3blIPHO-MOYETOYHUKOBOIO
pednioKca Il cteneHu, npoBeaeHa NOBTOpHas aHAoMNIacTUKa
YCTbsl NPABOro MOYETOYHMKA.

B Bo3pacTte 2 neT 9 Mec OTMEYEHO HapacTaHue npo-
TenHypuu go 185 mr/an (MakcumanbHo o 350 mr/cyr).
CoxpaHsanncb Bbicokas CO3 (oo 28 mm/4), runonpoTe-
mHemus (ao 43 r/n), runoanbbymmHemunsa (go 25 r/n),
runepxonecrepnHemMunsa (oo 8,8 MMOJb/N), NOBbIWEHKE
anbda-2-rnobynmHos Kposu (o 30%). loareepxkaeH
N1I€BOCTOPOHHMUN aKTUBHO-NACCUBHbIN MYy3bIPHO-MOYe-
TOYHUKOBbLIN pedntoKe |l cteneHn (peumnaus). Toraa xe
Oblla NpoBedeHa 3HAOMNACTMKa YCTbeB MOYETOYHMKOB
(TpeTbe onepaTMBHOE BMelaTeNbCTBO) C UCMNONb30BaHU-
emM 06bemMo0o6pas3yloLEro CUHTETUYECKOro 6uMononMmepa
DAM+. TeyeHne 601€3HU OCNOKHUIOCh AINU304aMKU NOBbI-
WEeHNs apTepuanbHOro AaBfieHUs, B CBA3M C YeM K Tepa-
nuun 6611 Jo06aBNEH (BHE CNMUCKA YTBEPKAEHHbIX MOKa3aHUM
1o BO3pacTy) aHananpun no 2,5 mr/cyr.

Yepes mecsu, (B Bo3pacTe 2 net 10 Mec) B CBA3M C Bblpa-
YEHHoM npoTtenHypuen (go 1023 Mmr/cyT) HavyaTa Tepanusa
npeaHn3010HOM B Ao3e 2 Mmr/Kr/cyt (20 mr/cyt). Tepanus
Ha MpoTsXeHuMn 8 Hea He npusena K xKenaemomy adpodek-
Ty. HedbpoTnyeckmn cMHAPOM ObiNl pacLiEHEH KaK cTepoua-
PE3UCTEHTHbIN.

B Bo3pacTte 3 net npoBeaeHa Heppobuoncua. Pesynerar:
npu3HaKku 60/1€3HMU MasblX OTPOCTKOB MOAOLIMTOB. Toraa xe
MHUUMMpPOBaHa Tepanusa umMknocnopuHom 50 mr/cyT ¢ Tepa-
NeBTUYECKMUM MOHWUTOPUHIOM KOHLIEHTpaLUMK npenapara
B KpoBM (puc. 1). Ha doHe Tepanum oTMeveHa nonoxKuTeb-
Has AMHaMKKa: CHUXEHWE NPOTEUHYPUU, AUCIPOTEUHEMUN.

Ha npoTsxeHuu cneayolwmx 3 Mec NpoTEUHypUSa coxpa-
Hanacb B npeaenax 0,3-3,0 r/n. B Bo3pacte 3 net 3 mec
YpOBEHb MPOTEUHYpUM cocTaBnsn 289 mr/cyt. [Jo3a npea-
HMU30JI0Ha O6blNla CKOppeKkTupoBaHa Ao 18,75 mr 1 pas
B 48 4, unKnocnopmHa — go 75 mr/cyt, a B Bo3pacte 3 neT
11 mec — 100 mr/cyr.

B BospacTte 6 net 10 Mec B CBSA3KU C CYOKIIMHUYECKUM
rMNOTMPEO30M K Tepanuu Ao6aBneH NeBOTUPOKCUH HaTpus
B no3e 50 mr/cyt. B Bo3pacTte 7 neT 4 mec B CBA3K C COXPaHs-
olenca aptepranbHon runepteHsunen (ao 120/65 mm pT. CT.)
Ha GoHe NpUMEHEHWUs 3Hananpuia (C y4eTtom CTyneH4yaToro
NoBbIlWEHNSA ero Ao3bl 4o 15 Mr/cyT) K Tepanun agobasfeH
amnogunuH 5 mr/cyt. [lo3a unKiocrnopuHa 6bina noBblleHa
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. JuHamuKa KOHLEeHTpaunu B KpoBK (CO) U A03bl LMKAOCMOPUHA Ha MPOTSXKEHUMU 6 NeT Tepanuu
Fig. 1. Changes in blood levels (CO) and cyclosporine dosage over 6 years of therapy

180

160 7

140

120 7

100

80 T

60 T

KoHueHTpauus, Hr/Mi; [osa, Mr/cyt

40

20 1

125 125
125 125 125

100

0 T T T T T T T T T T T
3ropa 3ropa 3ropa 4 ropa 4 ropa 5 net
3 mec 11 mec 7 mec 7 mec

6 net 6 net 7 net 7 net 8 net 8 net 8 net
3 mec 10 mec 4 mec 8 mec 3 mec 3 mec 10 mec

Bospact

lMpumeyaHue. CNNOWHON NMHUEN NOKa3aHa AMHaMUKa KOHLEHTPaLIMK LMKNOCNOPUHA B KPOBM (HI /M), MYHKTUPHOW — AMHAMWUKa U3MEHEHUS A03bl

LIMKNOCMNOPKUHA (MTr).
McTouHumK: CTpoK A.B. 1 coaBr., 2025.

Note. Continuous line shows the dynamics of cyclosporine levels in blood (ng/mL), dotted line shows the dynamics of cyclosporine dosage (mg).

Source: Strok A.B. et al., 2025.

o 125 mr/cyt. KoppeKuus Tepanuun NnpoBoauniach perynsap-
HO (2—3 pas3a B roa) B ycnoBusax cTalmoHapa.

B Bo3pacTte 8 net 3 mec y pebeHKa BNepBble NOABUINCH
anobbl Ha pa3pacTaHue TKaHW JeceH, B CBA3M C YeM aMby-
NnaTopHO o6paTtuncs K ctomaronory. MpoBoanmasi MecTHas
Tepanus (annanKaLlmu, NoaocKaHus) He okasdana addekra.
B Bo3pacTe 8 neT 9 Mmec NOBTOPHO 6bl/1 OCMOTPEH CTOMATO-
JIOTOM — [ECHbl BEPXHEN U HUXKHEN Y4eNtoCTU runepTpodu-
poBaHbl, 6/1e4HO-PO30BOr0 LiBETA, IECHEBOW KpaWl MIOTHOM
KOHCUCTEHLMK, O6e360/IE3HEHHbIN, NEPEKPbITUE KOPOHOK
3y60B BEPXHEN U HWXKHEW YentocTu Ha 2/3. Jlumdoy3nbl
He yBenuyeHbl. 3aKio4yeHune: runepnnasusa aeceH reHepa-
NM30BaHHasA 3-1 cTeneHn. B cBa3Kn ¢ HEIDPEKTUBHOCTLIO
MEeCTHOW Tepanuu, NPOBOAUMON MOBTOPHO, 6bIIO cAenaHo
NPEANONIOKEHNE O MEAUKAMEHTO3HOM 3TUONOrMK runepnia-
31U U PEKOMEeHJ0BaAHO 06paTUTLCA K Bpady-Hedponory ang
KOPPEKLMK Tepanmm OCHOBHOIo 3a601eBaHUS.

Ha MOMEeHT nocTynneHus B cTauMoHap cyTo4Has [o3a
uuKnocnopuHa B dopme Kancyn — 125 mr; npegHU30so0-
Ha — 12,5 Mr B aNbTEPHUPYIOLLEM PEXUME YEPES [ieHb; IHa-
nanpuna — 20 Mr; amnogunuHa — 12,5 Mr; neBOTUPOKCUHA
HaTpus — 25 MKr.

AHaMHe3 XMU3HHU. PebeHOK OT TpeTben 6epeMEeHHOCTH,
nepBbIX CPOYHbIX POAOB. BepeMeHHOCTb NpoTeKana Ha doHe
recro3a, aHeMuu, yrpo3bl BblKWUAbILA, MOBTOPHLIX OCTPbIX
pecnupaTopHbIX MHPeKuun. Macca npu poXAEeHUU —
3200 r. AnnepronorM4eckni aHamHes: peakLus (CbifMb) Ha
nHTEepdepoH anbda-2b. CeMenHbln aHaMHEeS: y npababyLLKu
No MaTePUHCKOM NIMHUU — MOYEKaMeHHas 60ne3Hb.

®dusuKkanbHaa gMarHocTuKa
anI NOCTynN1€HUn COCToOAHUE cpe/:lHe17| TAXECTH, CaMO4yB-
CTBME yaoBNeTBOpPUTENIbHOE, CO3HaHMWE ACHOE; MacCa TeJla —

28,4 Kr, poct — 127 cMm. Temnepatypa — 36,5 °C. KoxHble
NMOKPOBbI PO30BOM OKpPaCKW, TMNEepTPUXO03, BblpaxeHHas
runepnnasus JeceH (KOPOHKM 3y60B BEPXHEN U HUMKHEW Yento-
CTV NepeKpPbLITbI AeCHOM Ha 2/3). HYacToTa AblxaHus — 22 /MUH.
AyCKyNbTaTUBHO [JbIXxaHWe BE3UKYNSpHOe, MPOBOAWUTCH BO
BCce oTAenbl. AptepuancHoe gasneHne — 99/60 MM pT. CT.
YacToTa cepaeyHblx coKpaleHnn — 95 ya./muH. ToHbl cepa-
La npu aycKynbTaLlMn SCHble, PUTMUYHBIE.

MpeaBapuTenbHbIi JUArHo3

HedbpoTuyeckut cMHAPOM, MOMHbINA, CTEPOUAPESUCTEHT-
HblW, B CTagnu Cy6aKTUBHOCTU. XpOHUYECKasa 601e3Hb NOYeEK
| ctaguun. Mopdonornyecknin: 601e3Hb MUHUMasbHbIX U3Me-
HeHun. BTopuyHas apTepuanbHasa runepteH3us Il ctenenn,
HU3KWUM PUCK. [IBYCTOPOHHUI aKTUBHO-NACCUBHbIN My3bIPHO-
MOYETOYHUKOBLIN pedtoKc Il cTeneHun, coctosiHue nocne
3HAOCKOMUYECKON NIACTUKU MOYETOYHUKOB. PednioKc-Hed-
ponatus. CyOKIMHUYECKUIN TMNIOTUPEDS.

[AnMHaMuKa u ucxopbl

Mpun noctynneHuu B cTaLMoHap no nosojy HedpoTuye-
CKOro CUMHAPOMa B CBA3M C Bblpa)}KEHHOW runepnnasuen
fleceH Obll MPOKOHCYNbTUPOBAH KAMHUMYECKUM dapmaKo-
noromM. 3aduKcuMpoBaHa HexenartenbHas nobo4Has peak-
UM Ha npenapaTt UMKIOCMOPUH (B GOpMe Kamncyn MArkux)
B BUAe runepnnasuu geceH. OueHka no wkane HapaH»xo —
4 6anna (4 — cBA3b C NpMEMOM npenapata BO3MOXKHas).
Bbino otnpaBneHo wu3BelleHWe B PocagpaBHansop. Mpwu
OLLEHKE B3aUMOENCTBUSA NIEKAPCTBEHHbIX CPEeACTB, KOTOpble
nonyyan 60nbLHOKW, Ha canTte www.drugs.com (pasgen Drug
Interaction Checker) BbiiBNeHO HexenaTenbHoe B3auMo-
[leNCTBMEe aHTaroHUCTOB KanbLusa (amMnoaunuH/H1UdeLnnuH)
C LMKJIOCMOPUHOM, acCOLMMPOBAHHOE C BbICOKMM PUCKOM



pa3BUTUA rMNepniasun JeceH (MexaHM3M B3anMoaencTBumS
HensBecTeH). PeKoMeHAOBaHO MepecMoTpeTb Tepanuio
LIMKIOCNOPMHOM C 3aMeHOM Ha MWKodbeHonata ModeTtun,
pUTYKCUMab, WHIMOUTOP KanbUWHEBPWMHA (TaKpoaumyc),
a TaKXKe NepecMoTPeTb aHTUIMNEPTEH3UBHYIO Tepanuio.

C MoMmeHTa Havana Tepanuu LMKAOCNOPMHOM NPOBOAWA-
Csl TepaneBTUYECKUI IEKAPCTBEHHbIM MOHUTOPUHT. KOHTPO/b
TOKCMYHOCTM U AOCTAaTOYHOCTM [O3bl OCYLLECTBASAN ONpese-
NIEHNEM KOHLIEHTPaLUMKU LIMKIOCNOPMHA B CbIBOPOTKE KPOBM
[10 YTPEHHEro npuvema Ao3bl, HO ob6s3aTenbHO Yyepe3d 12 Y
nocne npuema BevepHewn 0o3bl (CO), a TakkKe Yepes 2 4 nocne
npuema ytpeHHen fo3bl (C2). Juana3oH KOHLEHTpaLUWK npe-
napata (CO) MeHanCa Ha NPOTSXKEHUM BCErO JIeYEHUS, Nepu-
OMYECKM NPEBbIWAas BEPXHIO rPaHuLy PEKOMEHL0BAHHOIO
OvanasoHa (B Bo3dpacte 3 net 11 mec, 6 net 3 mec, 7 net
4 mec, 8 net 3 Mec, 8 neT 10 Mec). 10 AaHHBbIM KITIMHUYECKMX
pekomeHgaumn Coto3a neanatpoB Poccun «HedbpoTudeckui
cuHapom y getenr» (2016), HeobxoaMMasa TepaneBTUYecKas
KOHLEHTpaLMa LUMKIOCNOpUHA A npu fled4eHnn HedpoTuye-
CKOro cMHapoma gofixkHa coctaBnsatb: CO — 80-120 Hr/mn;
C2 — 700-1200 Hr/mn [21].

Mpn aHanuMze dapmakoTepanun C MNO3ULMKA BO3MOXK-
HbIX JleKapCTBEHHbIX B3aumogencteum (www.drugs.com,
pasgen Drug Interaction Checker) 6b110 06HapPY>KEHO, 4TO
KOMOWHaLMA 3Hananpuia 1 LMKIOCNOPUHA MOTEHLMaNbHO
yrpoxaema B OTHOLWEHWW Pa3BUTUS TUNepKanvemuun. 3a
BpeMS HabNoAeHWs 3a NaLUMEHTOM Ha MPOTAKEHUM 7 neT
ABaXAbl OTMEYEeHO HeCTOoWKoe npexofsliee NoBbIWEHWE
KOHLIEHTpaLUuK Kanusa B KpoBu Ao 5,5 mmosnb/n (B Bo3pacTe
8 net 11 mec) u 4,72 mmonb/n (B Bo3pacTte 9 neT 8 mec),
KOTOpoe Obl10 PacLEHEeHO KaK K/IMHWUYECKU He3HavyuMmoe,
B CBA3M C 4eM Tepanus 3Hananpuiom 6blia NpoAocIKEHa.
TakKe 0TMEYeHO, 4TO MPEAHMU30I0H MOXKET CHUMKaTb MMMno-
TEH3MBHbIN 3DDEKT 3Hananpuia, a CoBMeCcTHoe npuUMeHe-
HWE UMKIOCMOPMHA U KOPTUKOCTEPOMAOB MOXKET NPUBECTU
K MOBbLIWEHUIO MNA3MEHHOW KOHLEHTPauuMM OAHOIo WM
apyroro npenapata. CoBMecTHOe NPUMEHEHWE amNoANNMHA
C LIMKIOCNOPUHOM MOKET MOBbLICUTb KOHLEHTPALIMIO B Nnas-
Me 1 PUCK NOB6OYHbIX 3pdEKTOB 060MX NpenapaToB. B onu-
CaHHOM cny4ae npeBbllleHNe MaKcumMaabHoro 3HavyeHmns CO
LIMKNocnopuHa coctaBmio 28%.

B cBA3K ¢ 3adMKCUPOBAHHOW HEXeNaTeNbHOM peakunen
Tepanus 6blla CKOPPEKTMpPOBaHa. B KayecTBe anbTepHaTuB-
HOro le4eHUss HePPOTUYECKOrO CHHAPOMa Mocne OTMEHbI
LMKNOCNOpHHa Bbln BbiIGpaH Takponanmyc. PekomeHaoBaHHas
Tepanus, KOTOPYIO NaLMEHT NoslyyYan nocne OKOHYaHUs rocnu-
Tanusauuu: Takponumyc 2,5 mr/cyt, aHananpun 20 Mr/cyT,
npeaHn3onoH 7,5 mr 1 pa3 B 2 aHS (B anbTepHUPYOLLEM
pexume), NEeBOTUPOKCHUH HaTpusa 25 MKr / 37,5 MKr/cyt
yepes AeHb, anbdakanbumaon 0,5 MKr B CyTKu.

Cnycta 9 mec nauueHT (B Bo3pacTe 9 neT 7 Mec) BHOBb
NOCTYNW/ Ha NeYeHNe B CTaLMOHaP ANs onpeaeneHuns ganbHen-
LIEeN TaKTUKM NeYeHuns no nosoay HedbpOTUHECKOro CUHAPOMA.

O6BbEKTUBHO HA MOMEHT OCMOTpAa: Macca Tena — 29 Kr
(pebeHok npubasun B Bece 0,6 Kr), poct — 131 cm (npu-
6aBKa 4 cwm), TemnepaTtypa — 36,7 °C. [oAKOKHO-KMpoBas
KnetyaTKa pacnpegeneHa no KywwHroMaHoMy Tumy, OTEKOB

HeT. YactoTa AblxaHus — 18/MWH. AyCKylbTaTMBHO XpU-
noB HeT. YactoTa cepaeyHbix COKpalweHun — 88 ya./MuH.
ApTepuanbHoe pgasneHne — 105/70 mm pT. cT. HuBoT

MSAMKWK, Npy nNanbnauun 6e360ne3HeHHbIN. JIOKanbHO cOo
CTOPOHbI NMOJSIOCTM pPTa OTMEYaeTCs NONOXKUTENbHas IMHaMKKa
B OTHOLIEHMM pa3pacTaHua TKaHW [eceH, BbIParKeHHOCTb
runepnnasnm 3Ha4nMmMo MeHblLe, YeM B NpeablayLLyto rocrnu-
Tanusayuio. OTMevaeTcs yTosleHe MeX3yOHbIX COCOYKOB,
NPeNMYLLLECTBEHHO BEPXHEW YENOCTHU, 6€3 3HAYMMOro nepe-
KPbITUS KOPOHOK 60JbLLIMHCTBA 3y60B (puc. 2).

B craumoHape oTcnexunBanu KOHLEHTPaLMIO TaKposu-
Myca. Ha 1-# Heg NPUMEHEHUS MWHUMaNbHble 3HAYEHUS
KOHUEHTpauuu Ttakponumyca — 4,31 Hr/MA, Makcumasb-
Hble — 6,01 Hr/mn. Yepes 9 mec oT Hayvana npuvema npe-

Puc. 2. CocTosiHne geceH y nauunenTa K. ¢ HedbpoTnieckum
CUHPOMOM
Fig. 2. Gums in patient K. with nephrotic syndrome
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lMpumeyaHune. dotorpadum cnesa cBepxy BHWU3 (Bo3pacT 8 net

10 mec) — Ha GoHe Tepanuu LIMKIOCNOPUHOM; CripaBa CBEPXY BHU3
(Bo3pacT 9 net 8 Mmec) — cnycts 9 Mec Nocne CMeHbI LIMKAOCTIOPUHa
Ha Takponumyc. dotorpaduu, Ha KOTOPbIX MONHOCTLIO BUAHA 061acTb
HOCOryGHOro TpeyrosbH1Ka, AEMOHCTPUPYIOT PErpecc rmpcytuama

B 0611acTv BepxHen rybbl. @otorpadumn cnesa otobpaxkatoT COCTosHUE
[leceH Npu pasn4yHOM NOJOKEHUM YeNtoCTEN: CMblKaHue 3y60B,
NPUKYC, pacKkpbITUE pTa.

CTOYHMK: pOTOapPXMB OTAENEHUS KNUMHUYeCcKon dpapmakronorun POKB.

Note. Photos on the left top-down (8 years 10 months) —

during cyclosporine therapy; on the right top-down (age 9 years

8 months) — 9 months after changing cyclosporine on tacrolimus.
Photos (showing nasolabial triangle) demonstrate regression

of hirsutism on the upper lip. Photos on the left show gums

at different jaws positions: closed teeth, teeth occlusion,

opened mouth.

Source: photo archive of clinical pharmacology department in
Russian Children’s Clinical Hospital.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

napaTta KOHLEHTpauus npenapaTa B KPOBW He MpeBbillana
BEPXHEro nopora pPeKoMeHAOBaHHbIX 3HAYEeHWI, AMana3oH
3HayeHun coctaBmn oT 6,13 o 13,58 Hr/mn.

MporHos

C y4yeToM perpecca runepnnasuvum AeceH y nauueHTa
nocne NpoBefeHUss KOPPEKLMU Tepanumn (CMeHbl LMKIO0CMO-
pUHa Ha TaKpPOMMYC M OTMEHbI amIOAUMNMHA) OXKMAAEMbIN
NPOrHo3 6naronpuaTHbIK. Mpu go6aBAEHUU K TMNOTEH3UB-
HOM Tepanuu npenapatoB U3 rpynnbl 6J10KAaTOPOB KasbLu-
€BbIX KaHanoB He UCKIYEHO BO306GHOBIEHWME CMMMNTOMOB
runepnia3Mn geceH, B CBA3M C YeM MaLMEHT Hyxjaetcs
B KaTaMHECTUYECKOM HabntoaeHUu.

BpemeHHas wKana
XpoHonorusa passutng 6one3Hn y nauneHTa K. u ee Knto-
yeBble COObITUSA NpeAcTaB/eHbl Ha puc. 3.

OBCYXAEHME

Knto4yeBon 0COBGEHHOCTbIO PACCMOTPEHHOIO KIMHU-
YeCKOro cnyyas SIBASKOTCA MOsIBAEHWME WM Nocneaylowmni
perpecc runepnnasnun geceH y pebeHka ¢ HepoTUYECKUM
cuMHApPOMOM. HecBoeBpeMeHHOe (nocne ABYX BUSUTOB K CTO-
MaTonory) onpeaeneHne NpuYrHbl 3Toro N0604YHOro addekx-
Ta NPMBENO K OTCPOYEHHOMY (B TeYeHMe 7 Mec B BO3pacTe
8 fn1eT) NPUHATUIO Mep MO CMeHe Tepanun HedpPOTUYECKOro
cuHapomMa. KoppeKuus Tepanuu (CMeHa LIMKIOCNopMHa Ha
TaKpoMMyC) U OoTMeHa 6ioKaTopa KalblLMEBbLIX KaHanoB
aMoannuHa NpuMBENM K 3HAYMMOMY perpeccy runepnna-
31K JeceH B TedeHue oT 4 Ao 9 mec. TaKkasa nonoxutenbHas
OMHaMWKa B peaynbTate W3MEHEHWS MeAMKaMeHTO3HOW
Tepanun o4eBUAHbIM 06Pa3o0M AEMOHCTPUPYET pas3BuUTUE
y pebeHKa IeKapCTBEHHO-MHAYLMPOBaHHOW GOpPMbI rMnep-
nnasuu geceH.

PazButrve runepnnasun geceH y OeTen B peaynbrarte
NPUMEHEHNS LMKNOoCNopKHa 3a nocnegHme 10 net onncaHo
B YeTblpex paboTtax (7 naumeHToB, U3 HUX 5 ¢ TpaHcnnaHTa-
LMen reMonoaTMYecKMx CTBOIOBbLIX KIETOK, MO OAHOMY Ciy-
Yyalo TpaHcnaaHTauuM OpraHoB W annacTMYeCcKom aHemuu;
CcM. Tabnuuy). B HalweM KIMHUYECKOM HabntoAeHUU LMKIIo-
CMOpPUH OblN UCMONb30BaH B CBA3U C Tepannen HedpoTuye-
CKOro CMHAPOMaA, YTO YKa3blBaeT Ha HEO6X0AMMOCTb AOMO-

HUTENbHbIX UCCnegoBaHWM 6e30MacHOCTM Tepanuu aetewn
C 3TOM HO30JI0TUEN.

CornacHo onucaHUsaM KIMHUYECKKX cliydaes, runepnna-
319 AeceH y AeTen passuBanach nocne 5 mec, 1,5 net, mak-
cuManbHO — 4 neT NPUMEHEHNUS LMKIOCMOpHUHa. Y Hawero
nauveHTa runepnnasvsa JeceH passunacb 6onee 4eM yepes
5 neT oT Havyana NPMMEHEHUS LMKIOCMOPUHA, YTO ropasao
[Jonblle He TONMIbKO B CPaBHEHUU C APYTMMU KIIMHUYECKUMHU
cy4yasiMu, HO U YEM B CMELIaHHOM (B3pOC/ble U AeTH) rpyn-
ne nuu, NonyvyaBLlKMX 3TOT NpenapaT No padHbiM NpUYNHaAM
(B cpeaHem 71 cyr) [7]. Mpun aTOM Nepuos COBMECTHOMO Mpu-
MEHEHMS LIMKNOCNopUHa M 610KaTopa KanbLMEBbLIX KaHanoB
y Halwero nauuneHTa coctaBun 6onee 1,5 net. O6pallaeT Ha
ceba BHMMaHWeE, YTO BCE AETU B YNOMSHYTbIX KIMHUYECKMUX
cnyyasix, B TOM Y1C/e U B HawewMm, 6bi1n B BO3pacTe oT 6 40
12 net. B aTOM CBA3K MOXHO MPEANONOKUTb, YTO BbICOKUM
PUCK pasBUTUA TUNepnia3un TKaHW [eCeH Yy MaLWeHTOB,
NPUHUMAIOLLMX LMKIOCMOPKUH, acCOLMMPOBaAH C BO3PacToM,
B KOTOPOM MPOUCXOAMT CMEHA MOJIOYHbIX 3y6OB Ha NOCTOSH-
Hble. OgHaKO 3Ta rMnoTe3a HyaaeTcs B NpoBepKe.

B aByx cnyyasix u3 cemu [17, 18], He cuMTas Hawero onu-
caHus, npobnemMa pa3pacTaHus TKaHW AeCHbl Oblna pelleHa
XUPYPrMUYECKUM NYTEM, OAHAKO TOMIbKO B OAHOM ciydae [18]
6bina onuMcaHa AMHaAMWKa runepnnasun v npeacraBieHbl
pe3ynbTaTbl ANUTENIbHOrO OPTOLOHTUYECKOrO M opToneanye-
CKOrO JIe4eHUsT Ha NPoTaXeHUn 8 net. B onMcaHHOM Hamu
cnyyae XMpypruyeckoe cTomatoniormyeckoe BMeLaTenbCTBo
He notpeb6oBanocb. OTMEHa LMKIOCNOPUHA U amnoaunuHa
npuBena K perpeccy CMMMNTOMOB runepniasuun, 4To SBU-
10Cb HOBOW AOMNOSHUTENBbHOW MHPOPMALIMEN, HE PACKPbLITOM
B npeablaywmx pabotax (cm. Tabnuuy). KoHcepBaTuBHas
TaKTWKa fieYeHunsl runepnnasum geceH (CHUKeHWe A03bl Uan
OTMEHa LIMKNOCNOpPMHA, 3aMeHa COMyTCTBYOLWMX Npenapa-
TOB, KOTOpPblE BAUSIOT HA METab0/IM3M LIMKIOCNOpKHA) Bbina
BblOpaHa U B HEKOTOPbIX APYrMX KIMHUYECKUX ciydasx [17].

KnioyeBbiM daKTopoM pUCKa runepniasvm OeceH
B OMMCaHHOM HaMW crydyae sSBAsSeTca noaunparmasus BBU-
[y BO3MOXHOIo GapMaKOKMHETUYECKOr0 B3anMMOAENCTBUSA
LMKNOCMOPMHA C APYIMMKU TEKapCTBEHHbLIMKW Mpenapatamu,
MCMNONb3yeEMbIMU 415 Tepanumu HepPOTUHECKOro CUMHAPOMA.

Mpn nevyeHun peten ¢ HePPOTUYECKUM CUHOPOMOM
(n = 109) Takon NO06OYHbIN IGPEKT Bbl/T 3aperncTpupoBaH

Puc. 3. XpoHonorust pa3sutus 6one3Hun y peberka K. 1 ee KnoyeBble cOObITUSA

Fig. 3. Chronology of disease development in child K. and key events

[lnarHocT1poBaHsl
MMP, pedntokc-
HedbponaTtus,
BbiaBneHa BTOPUYHbIN MpucoennHeHne MpucoeanHeHne MosBnexHne MNcuesHoBeHne
npoTenHypus HebPOTUYECKHI apTepu1asbHou CYyGKIMHNUYECKOro runepnnasuu runepnnasunu
(mo1r/n) CUHAPOM rMNepTeH3nu rMnotT1peosa feceH feceH
e e A o 7 e 2 roga 9 mec — 6 net 10 mec — 8 nert 3 mec — 9 ner 8 mec
3roga 7 net 4 mec 8 net 11 mec
CumnTomaTnyeckas Xupyprudyeckas Swananpun, * aMI0AMNVH Ormena TaxponMyc,
NPeAHNU30/10H, + NIEBOTUPOKCHH LiMKnocnopuxa, SHananpun,
Tepanua koppexuus MMP LMKIOCOPUH HaTpus Ha3HaueHWe NPEAHU3ONOH,
TaKposMmyca NEeBOTUPOKCHH
HaTpus,
amn0anNInH
annonypuHon

lMpumeyarue. MMP — ny3bIpHO-MOYETOYHUKOBbIN pednioKc.
Note. VUR (NMMP) — vesicoureteral reflux.
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y 4,7% naumeHtoB. Kpome Toro, y 33% 60/bHbIX Ha doHe
npuemMa UMKIOCNOpMHA Pa3BUINCh TaKMe OCNOXKHEHHUS, KaK
rmMpcytmam, y 27% — pBoTa, y 22% — anoneums, y 9,5% —
HedPOTOKCUYHOCTb [22]. Y onncaHHOro Hamu pebeHKa Tak-
e Obll OTMEYEH M3ObITOYHbIA POCT BOMOC HaL BEPXHEW
ryéon B Bo3pacTte 8 net 10 Mec ¢ MCYE3HOBEHWEM Mocne
CMeHbI Tepanuu (cM. puc. 1).

B HeKOTOpbIX MCCnefoBaHWAX 4YacToTa runepniasuu
neceH y peter ¢ HedpOTUHECKUM CUHOPOMOM Ha ¢oHe
KOMOGWHMpPOBaHHOW Tepanun 6bina ele Bbilwe. Tak, B paHAo-
MU3WPOBAHHOM MHOMOLEHTPOBOM KOHTPONIMPYEMOM MUCCe-
[OBaHWN CpaBHUTENbHOW 3OPEKTUBHOCTM MUKodeHonata
ModeTuna U LUMKIOCNOPUHA Y AETEN C YacTo peunamnBupy-
IOWNUM HeDPOTUYECKUM cuHapoMOM (n = 24) cnycTa 12 mec
Tepanuu runepnnasus geceH Bo3Hukna y 6 us 10 nauuneH-
TOB B rpynne uUMKIocnopuHa (cytovyHas gosa 4-5 Mmr/kr;
[Mana3oH KOHUEHTpauui npenapaTa B KPOBM COCTaBASN
50-150 MKr/n) u He BO3HWKIA HW y OAHOrO MauueHTa
B rpynne MnmkodeHonata modetuna [23].

B apyrom paHaoMm3nMpoBaHHOM MccneaoBaHun 79 aeten
B Bo3pacTe oT 1 roga 3 mec o 16 net 4 mec nocne TpaHc-
nnaHTauMn nedveHun 6blav pacnpeneneHbl B rpynny Takpo-
IMMyca ¢ KopTUKocTepougamu (n = 27) n rpynny LKUKIOoCNo-
puUHa C KOpTMKOCTEpPOMAaAMM U a3aTnonpuHom (n = 52) [24].
M3 41 pebeHKa, Nofly4yaBLIEro LMKIOCMOPUH, rMnepniasng
neceH pasBunacb y 26 (63%), a Takxke y 8 u3 11 nauuen-
TOB, MOAYYaBLUMX LMKIOCMOPUH M HUbeannuH. HanpoTtus,
runepnaasng geceH He oTMeyeHa HU y ogHoro na 20 nauu-
€HTOB, Mofy4YaBLWMX TONbKO Takponumyc (p < 0,001 no
CPaBHEHUIO C LMKIOCMOPUHOM), M Oblna TOIbKO Yy ABYX M3
CeMM NauMeHTOB, NPUHUMABLUNX HUDEAUNUH B AONOSHEHNE
K Takponumycy (p < 0,01 no cpaBHEHUIO C LUKIOCMOPUHOM
N HUPEeaUnMHOM).

[aHHble 0 BAUAHUM KOMOUHMPOBAHHOW Tepanuu LMKIIO-
CMOPUHOM M 610KATOPOM KafbLMEBbLIX KaHanoB, U B YacT-
HOCTM aM/IOAMMNUHOM, Ha 4acTOTy MOSABAEHWUS TUnepnaasuu
[leCeH y JeTen, YKOpoYeHne CPOKOB ee MOSIBNEHNS HEOAHO-
3HayHbl [24, 25]. YuuTbiBasg TO, 4YTO LMKIOCMOPUH Yalle
BbI3blIBAET TMNepniasuio AeceH, OH, BEPOSTHO, ABAS/CSH
B @HHOM Cny4yae OCHOBHbIM TpUrrepoM. Mpu 3TOM MOXKHO
NPEANONOXUTb, YTO aMAOAUMNMH Cbirpan PoNb AOMNONHUTENb-
HOro gaKtopa pocTa TKaHu AeceH. Ho NOAHOCTbIO UCKIOYNTD
B/IUSIHWE amMIOAUMNMHA Ha TMNEPNIasnilo HEBO3MOXKHO. 3TOT
BOMPOC TaKKe TpebyeT AanbHENLIEro U3yHeHHUs.

B ogHOM uccnegoBaHuM M3ydvanu BAWSIHWE YNbTPa3BY-
KOBOM YUCTKM 3y6OB M OBYy4EHUS TUrMEeHEe MONOCTM pTa Ha
4acCTOTy BO3HUKHOBEHMSA WK TSKECTb SIEKAPCTBEHHO-UHAY-
LMPOBaAHHOW rnnepnnasnu AeceH y aeten — peuunueHToB
NoYeyHoro TpaHcnnaHtata (n = 23), Nofy4YaBWWUX LMKIO-
cnopuH [25]. B TeyeHne 12 MeC CHUKEHUE BblpaKeHHOCTH
NleKapCTBEHHO-UHAYLIMPOBAHHOM runepnia3nn geceH oTMme-
yeHo Y 31% y4aCTHMKOB MCCNeaoBaHWs, UCMO/b30BaBLIMX
YNbTPa3BYKOBYIO 3YOHYIO WETKY, Ny 15% B rpynne KOHTpons
(monyYmBLIMX creunanbHble MHCTPYKLMK MO TMrneHe NoaocTm
pTa WaK No cTaHAapTHOMY yxoAy 3a 3y6amu). TakkKe yCTaHoB-
NIEHO, YTO XyALWWIN MCXoA runepnnasuu AeceH 6bin CBA3aH
C MYXCKMM nosiom (OTHOLLlEeHMe LWwaHcoB 6,1, 95% posepu-
TeNbHbIN MHTepBan 2,3-16,1), HO He C 3THMYECKOM NpUHaa-
NIEXXHOCTbIO, BpEMEHeM Mocne TpaHcnaaHTaumm Uam ncnonb-
30BaHWeM 6/10KaTOPOB KasbLMEBbLIX KaHanos [25].

Onsa npodmnakTMKM BO3SHUKHOBEHWS MOPa*KEHUN OeceH
HalweMy nauueHTy B JOMOSHEHWE K OTMEHe LMKIOCMopuHa
M amnogunuMHa 6bI10 PEKOMEHOOBAHO COONIOAEHUE TUMK-
EHUYECKUX MEPONPUATUI MO yxoay 3a 3y6aMu M MNOJSOCTbIO
pTa, BKAYas NpodeccuoHanbHyl0 TUrMEHyY, cobaogeHne
NPUBEPKEHHOCTU Tepanuu W AanbHenllee AMHaMMUYeECKoe
HabnogeHne NpoduibHbIX CNeumManmncToB.

3AKJ/IIOMEHUE

OnNMUCaHHbIN KNMHUYECKUI criydan 4eMOHCTPUpPYET NosiB-
nieHve runepnnasun gecen lll ctenenn y pebeHka My»CKoro
nona 8 net ¢ HePPOTUYECKMM CUHAPOMOM. ATO cornacyetcs
C laHHbIMU, CBMAETENbCTBYIOLMMMU O Hanbonee 4acTom pas-
BUTWUM NIEKAPCTBEHHO-UHAYLIMPOBAHHON rMnepniasnn aecex
y UL, MYXXCKOro nosa. BepoaTHOM NMpUYMHON BO3HUKHOBE-
HUS TMNepnnas3uMu AeceH B paccmMaTpMBaeMoM cliydyae sBu-
10OCb NPUMEHEHME LMKIOCNOPMHA U amnoannuHa. OTMeHa
npenapartoB NpuBena K perpeccy CUMNTOMOB.

B paccmaTtprvBaemMom Hamu cinydyae CpoK OT Havana npu-
MEHEHUS LMKNOCMOPMHA A0 NosiBNIEHMS NOG6OYHOM peaKLnm
coctaBun 6onee 5 net. Nepnoa COBMECTHOrO NMPUMEHEHUS
LIMKIOCNOPHMHaA M 610KATOPOB KasbLIMEBLIX KaHaNoB cocTa-
BMn 6onee 1,5 net. Perpecc cMMNTOMOB runepnaa3vm AeceH
npou3oLlen 3a neproj BpemMeru ot 4 0o 9 mec. B onncaHHOM
clly4yae XMpypruyeckoe CToMaTonorMyeckoe BMellaTebCTBO
He noTpeboBanoCh.

[JnHamunyeckoe HabnogeHMe 3a nauuveHtamu, nosny4ya-
IOLLMMKM Mpenapatbl, KOTOPbIE MOTYT BbI3BaTb rMnepniasuto
[eCeH, N03BOJIUT CBOEBPEMEHHO KOPPEKTUPOBATL TEpanuto,
4yTO06bl M36€EXKaTb Cepbe3Hbix nocneacTBui. lNpoBeaeHne
TepaneBTUYECKOr0 JNIEKApPCTBEHHOrO MOHWTOPUHIa Mnpu
NPUMEHEHUN LMKIOCNOPMUHA HEe rapaHTUMpyeT OTCYTCTBUSA
no604HbIX 9PDEKTOB NpenapaTta. BoiiBneHme u yctpaHeHve
NMPUYUHBI Pa3BUTUSA TMNepniasum geceH MNo3BOAUT u3be-
¥aTb HEOOBOCHOBAHHOIO XMPYPruyeckoro cromaTtosnoruvye-
CKOIO fleYeHus.

WHOOPMUPOBAHHOE COIIACHUE

MNMepen nposBeaeHnem GOTOCHLEMKM 3aKOHHbIM MpeacTa-
BMTENEM MaUMeHTa AaHO nognucaHHoe MHPOPMUPOBaAHHOE
[06pPOBONIbHOE cornacue Ha ny6avKauMilo OMMCaHUSA KiK-
HWMYECKOro Ciyyasi, MCMONb30BaHME MEOMUMHCKMX AaHHbIX
nauueHTa (pedynbratoB o6cnefoBaHKs, NeveHns u Habnto-
[eHuns) n GOTOCHMMKOB B Hay4HbIX Liensx (4aTa noanuMcaHuns
MHbopmupoBaHHoro cornacusa: 31.10.2023). lMNMauneHT He
ABNSETCH YHaCTHMKOM K/IMHUYECKOIO UCCeloBaHus.

INFORMED CONSENT

Patient's legal representative has signed informed
voluntary consent (before taking photographs) on publication
of clinical case description, usage of the patient's medical
data (examination, treatment, and observation results) and
photographs for scientific purposes (signed on: 31.10.2023).
The patient is not included in any clinical trial.
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