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CASE OF HADDAD SYNDROME - COMBINATION OF CENTRAL
HYPOVENTILATION SYNDROME AND HIRSPRUNG'S DISEASE
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Cunapom Xagpapn (CX) — peakoe HacneacTBeHHoe 3aboneBaHne, xapakTepusayloweecs co4eTaHneM BPOXAEHHOr O LIeH-
TPanbHOro rMMNOBEHTUASLMOHHOIO cuHgpoma (BLUIC) n 6one3nn Mapwnpydra (Brr), o6a 3aboneBaHns OTHOCATCS K HeW-
pokpucTonatuam. B ctatbe npenctasneH cnydar CX y manbyunka ¢ BLITC, noaTBepXxaeHHbIM 0OHApPY>XeHHOW B OOHOM U3
reHoB PHOX2B myTaunein pacluvpeHuns NOBTOPOB NosiManaHnHa 1 ToTasnbHOM GOPMOIA araHimosa TONCTOro KMLWeYHnKa.
C poxaeHuns y naumeHTa oTMedanach 3aBUCMMOCTb OT PECnMPaToOpHOM NOAAEPXKKM U CUMATOMbl HACTUYHOW KULLIEYHOWM He-
npPOXoaMMOoCTU, B BO3pacTe 1 mecsaua yctaHoBneH aguarHod bI. CouveTtaHue BIN ¢ HapylweHnem anbBeOIpHON BEHTUASLAN
CTano OCHOBaHMEM A1 MPOBELAEHMS MONIEKYSIAPHO-FEHETUYECKOrO UCCnefoBaHms, auarHo3 CX 6bin yCcTaHOBMEH B BO3pac-
Te 3 mecaues.

KntoveBblie cioBa: cuHapom Xaaaan, BPOXAEHHbIV LLeHTPabHbIV rNnOBeHTUISILMOHHbIA CUHAPOM, 601€3Hb [MpLUnpYyH-
ra, reH PHOX2B, HOBOpoOXaeHHble, 4eTh

Haddad syndrome (HS) is a rare hereditary disease characterized by a combination of congenital central hypoventilation
syndrome (CCHS) and Hirschsprung’s disease (HD), both of which are referred to as neurocristopathies. The article presents
a case of HS in a boy with CCHS, confirmed by a mutation of polyalanine repeat extension found in one of the PHOX2B genes
and a total form of aganliosis of the large intestine. From birth, the patient was noted to be dependent on respiratory support
and symptoms of partial intestinal obstruction; at the age of 1 month, he was diagnosed with HD. The combination of HD
with impaired alveolar ventilation became the basis for a molecular genetic study, HS was diagnosed at the age of 3 months.
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B - 6onesHb MNmpwnpyHra (Hirschsprung’s disease, HD) GCN-noBTOpbl — NOBTOPSAIOWMECSH HYKIEOTUAHbIE NOC/EefOoBa-
BUIC - BpOXAEHHbIN  UeHTpanbHbIi  TMNOBEHTUISALMOHHbIN TENbHOCTN
cuHapom (congenital central hypoventilation syndro- PARM - MyTauus pacwmpeHus nostopa nonvanaHuHa (polya-
me, CCHS) lanin repeat mutation)
MBJ1 - MUCKyCCTBEHHAsi BEHTUNSAUMUSA NTErKnx PHOX2B - reH, pacnofioXeHHbIi Ha XpoMocoMe 4, MyTauuu B
CX - cuHapom Xaaapaa (Haddad syndrome, HS) KOTOPOM BbI3bIBAOT HEMPOKPUCTONATULO

Hoe 3aboneBaHue, xapakTepuaylowieecs coye- npyHra (Blr). O6a 3aboneBaHUs OTHOCAT K HEMPOKPU-
TaHUEeM BPOXXAEHHOro LEeHTPasibHOro rMMrNoBeH- CTonaTusM — LUMPOKOMY CNEKTPY Hac/eACTBEHHbIX
TUASUUOHHOro cuHapoma (BLUIC), Takke n3aeectHoro 3abosieBaHuii, B OCHOBE KOTOPbIX JIEXXUT MOBpexXae-

CManOM Xappan (CX) — pegkoe HacneACTBEeH- KaK CUHAPOM «MPOKAATUS YHAUHBI», U 60ne3Hu MpLu-
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HUue, rubenb, HapyweHne Mmurpauum n audpdoepeH-
LMPOBKM KJIETOK HEPBHOIro rpebHs B nepuog amMopu-
OoHanbHOro passutus [1, 2]. BLIFC xapakrepu3syeTtcs
HapyLleHNneM aJsibBeOoNIAPHON BEHTUNSALNUU, NOBTOPSA-
IOWMMUCH 3NN304aMU TMMNOKCEMUN U FTMNepKanHum
Pa3NM4HOW CTENeHU THAXECTU, MPEeUMYLLEeCTBEHHO
BO cHe. B ocHoBe gunarHoctuku BUIC nexuTt o6Ha-
pyxeHue myTtauuii B reHe PHOX2B. o HepaBHe-
ro Bpemenu BUIC cuutancea pegkoin natonoruen c
npegnonaraemoin yactoron 1:200 000 >XuBOpPOX-
AEeHNii, OAHAaKO CKPUHUHI Ha myTauuu reHa PHOX2B
rnokasars, 4To 3aboneBsaHue BCTpevyaeTcs 4alle, Yem
cuutanocb paHee [3, 4]. BI' B HacTosiLee Bpems B
90 % cny4yaeB AUMArHOCTUPYeTCs B HEOHaTasIbHOM
nepuope, faHHoe 3abosieBaHME criefyeT UCKITIOYNUTb
y nio6Goro HOBOPOXXAEHHOro C 3aAepPXKoi oTXoxae-
HUS MeKOHus 6onee 24-48 yacoB nocJsie poXaeHus
nnn y nio6oro pebeHka ¢ XpOHNMYECKUMU 3arnopamMmu
B aHaMHe3e C poxaeHus. OKOH4YaTeNbHbIA AUarHos
«BonesHb MipwnpyHra» noaTeepxpaertca 6uoncueit
CTEHKM TOJICTOrO KMLUEYHMUKA U BbISIBJIEHUEM araH-
nuno3sa [1, 2], umeeT mecto B 20 % cny4yaeB BLI'C.
Cungpom Xappap cuntaloT 6onee tsxxenoin bopmoii
BLIC [1-3]. CouyeTanmue BUIC n BI 6b1510 BNepsbie
onucaHo I. . Xapgpnan B 1978 roay, couetanue BLIC
n Bl ctranu 0603Ha4YaTb kKak cMHgpom Xagpar.

B 6ubnuorpadunyeckoin 6ase AaHHbIX POCCUNCKUX
yueHbix (PUHLL) npencTtaBneHa 1 nyénunkaums, onncolBa-
owasa cnyvya CX y HepoHoLWweHHOro pebeHka ¢ MyTaum-
en B reHe PHOX2B ¢ 3aBucumocTbio ot MBJ1 n araHrnmo-
30M KuweyHuka [5].

Huxe npencrtaBneHo onucanue cnydas CX y nauneH-
Ta, HAXOAMBLLErocs nog, HawuMm HabMoAEHVEM C UOEH-
TndunumpoBaHHoi myTtaumein B reHe PHOX2B n ToTanb-
HOM HOPMOI araHrnmosa TOICTOro KMLWeYHuKa.

KnuHnyeckoe HabGnopeHue. PebeHok Y., Manbyuk,
OT NepBoi 6epeMeHHOCTU, NepBbIX CBOEBPEMEHHbIX PO-
noB Ha cpoke 37 Hepenb. bepemMeHHOCTb NpoTekana Ha
doHe uepBuumTa B 12 Hepenb (NpoBedeHa caHauus),
xeneszoneduumMTHON aHEMUM NErKOW CTEneHW, MHOro-
BOAUSA, XPOHNYECKON BHYTPUYTPOBHOM rMnokcum naona
B 28 Hepenb, XeHwwuHa nepeHecna COVID-19 Bo BTO-
poM TpumecTpe BepeMeHHOCTU B nerkon dopme. Poapl
onepaTuBHbIE 3KCTPEHHbIE, MO NOBOAY OCTPOM MHTPaHa-
TanbHOM rMNOKCUK Naoaa, Mmacca npu poxaeHunn 2990 r,
oueHka no wkane Anrap 7-7 6annos, Npy OCMOTPE OT-
Me4yaeTcsl OCOOEHHOCTb CTPOEHUs nuua — LWUPOKoe
nmuo, rmuneptenopuam. B nepBbie Yackl nOCne poXaeHUs
CUHOPOM [bIXxaTeflbHbIX PACCTPOWCTB, HapacTaHue TH-
XECTU AbIXaTeNIbHOM HefOCTAaTOYHOCTU, PeOEeHOK 3amnH-
TybupoBaH, Hadata VIBJ1 yepes3 nHTybaumoHHyo TPyoky,
B NMEpPBbIE CYTKN XN3HW MOJTyHan MHOTPOMHYIO NOAAEPXKY
JonamvHoM B f03e 5 MKr/kr/MuH. C nepBbiX CYTOK Xn3-
HW y pebeHka 0TMeYancb NPU3HAKN KULLEYHOW HEMNpo-
XOAMMOCTU (3a4ep>XKKa OTXOXAEHUS MEKOHUS, B3OyTue
XMBOTA, 3aCTOMHOE OTAENAeMOe No 30HAY U3 XeNyaou-
HO-KMLLEYHOro TpakTa). Ha peHTreHorpamMmme XuBoTa
BbISIBJIEHO pacLUMpeHmre neTeb KUWevyHnka 1 3aMensieH-
HOE BbiBeZeHMe KOHTpacTa. MekOHU Havyan OTXOAUTb Ha
LIecTble CYTKWN XN3HN. PeB6eHOK OCMOTPEH XMPYProm, pe-
KOMeHJ0BaHa KOHCepBaTMBHAsA Tepanns AMHaAMUYEeCKOW
KNLWEYHOM HenpoxogmmocTu. Ha ¢poHe NnOCUHAPOMHOM
MHTEHCMBHON Tepanuu SIBAEHUS YaCTUYHOW KMLLUEYHOM
HENpPoOXoANUMOCTU coxpaHanucb. [pu nabopaTopHOM
obcrnenoBaHumn y pebeHka Obi BbiSIBIEH HU3KUIA YPOBEHb
KOPTM30na B CbIBOPOTKE KPOBM, COCTOSIHME PACLLEHEHO
KakK TPaH3UTOPHbIA HEOHATaNIbHbIM TMMNOKOPTULN3M, Ha-
yara 3aMecTuTenbHas Tepanus rmapokopTU3OHOM. He-
ofHOKpaTHbIe MOoNbITKM OTAy4eHus ot VBJT B oTcyTCcTBME
3aBUCUMOCTW OT kucnopoga (ppakumsa Kucnopoaa npu

nposeneHun VIBJ1 coctaBnsina 21 %) conpoBOXAanucb
anM3oaamMm TUNOKCEMUN, TUNEPKanHUM U OEeKOMMEH-
CMPOBAHHBLIM PECNMPATOPHLIM auuao30M, NpenmMyLLe-
CTBEHHO BO BPEMS CHa, 4TO TpeboBano BO30OHOBNEHUSA
MBJ1. B TeyeHne HeoHaTanbHOro nepnoga pebeHok Ha-
XOAMICS Ha MOSIHOM MapeHTepanbHOM NMUTAHUN C ANN30-
LaMuy TpoPUYEeCKOoro NUTaHUs, HU3Kas TONEPaHTHOCTb K
9HTEPANbHOMY NMUTAHMIO COXPaHsANacbh BECb HEOHATAb-
HbIVl Neprof, paclumpeHne o6bemMa aHTEPabHOro NuTa-
HMS COMPOBOXAANI0Ch HApPaCTAHNEM SIBEHUI KNLLEYHOWN
HenpoxoanmMocTu. Ha 29 cyTku xu3Hm pebeHky Hanoxe-
Ha nneocToma 1 B3sita GMoncust N3 HECKONbKNX Y4aCTKOB
CTEHKM TOJICTOr0 1 TOHKOIrO KuwweyHuka. NMatomopdono-
rmyeckoe uccrenoBaHve 6MONTATOB BLIABUIO TOTaslb-
Hyt0 OpMYy araHranmosa TOICTOro KuwedHuka. locne
HaNIOXEHNSA NNEOCTOMbI MOJIyYeHa MONOXUTENbHAA Ou-
HaMMKa CO CTOPOHbI XENyAO4YHO-KMLLIEYHOro TpakTa —
Ha4yaTo MOCTENEHHOE pacluMpeHne obbema aHTepasb-
HOrO NUTaHUS, TOIEPAHTHOCTb K 9HTEPaSIbHOMY NMUTAHUIO
yooBneTBoputenbHas. B Bo3pacTte 1 mecsaua 5 gHen oT-
Meyancs OAHOKPATHbIN 3NN304, TOHNKO-KITOHUYECKMX CY-
L0pOor, KynMpoBaHHbIA BBEAEHNEM Anadenama, no AaH-
HbIM MarHMTHO-PEe30HaHCHOM TOoMorpadunm rosioBHOrO
MO3ra BbIIBJIEHbI MPU3HAKM aTPODUYECKUX USMEHEHWNIA.
YuntbiBasi noTpedbHOCTb B nocTosiHHOM VIBJ1, B BO3pacTte
2,5 mecsiueB pebeHKy yCTaHOB/IEHa TPaxeocToMa.

CoueTtaHne noTpebHOCTM B NOCTOSiHHOM MBJT 1 TO-
TanbHO dopmMbl 60ne3Hn MplnpyHra ctano OCHO-
BaHMeM 3anono3putb CX. MNpoBeneH nouck Hambonee
yacTbix myTaumn B reHe PHOX2B, no pedynbtataMm Mo-
NEKYNSAPHO-TEHETUYECKOrO WUCCNEeA0BaHNSA  BbISBIEHO
27 noBTOpPOB nonuanaHvHa B reHe PHOX2B, pacnono-
XEHHOM Ha xpomocome 4p12 B ak30He 3. CnepnyeT OT-
MeTUTb, YTO HOpMasbHbIN reH PHOX2B comepxuT no
20 nosTopoB nonuanaHmHa (GCN-noBTOPOB), 3KCMaH-
cna GCN-noBTOpPOB B OQHOM M3 reHOB Ha3blBaeTCs My-
Taumen paclumpeHus NnoBTopa nonnanaHunHa (polyalanin
repeat mutation, PARM). Mopaensiouwee 60/bLUNHCTBO
nauneHToB (okoso 90 %) aBnsOTCSA reTepo3nrotTamm no
NOBTOpPaM MNOMManaHMHa, KOJMYeCTBO MOBTOPOB Kose-
6netcs ot 23 o 33, yalle BCEro aHOMaJslbHbIM FreH nme-
eT 25-27 NoBTOPOB. YBenMyeHne Konmyectsa NoBTOPOB
nonvanaHuHa koppenupyet ¢ TaxecTbio BLUIIC, naunen-
Tbl C KOJIMY4ECTBOM MOBTOPOB 27—-33 MOryT HYXAaTbCs B
kpyrnocytouHoi MBJ1. Okono 10 % naumMeHToB MMetoT
MyTauun, He CBA3aHHbIE C MOBTOPOM MOJIManaHnHa, Tak
HasbiBaemMble non-PARM myTtauun. N'en PHOX2B perynun-
pyeT 3KCMNpecCcuio reHoB, YHacTBYIOLLMX B Pa3BUTUN Be-
reTaTMBHOM HEPBHOM CUCTEMBI, MyTauum B reHe PHOX2B
HapyLlalT TPaHCKPUMLUMIO TEHOB, 0b6ecneynBaoLLmnx
HOpMasnbHoe GYHKUMOHMPOBAHWE BEreTaTMBHOW HEepB-
HOW CUCTEMbI, MYTaHTHbIN 6€N0K BINSET Ha aKTUBHOCTb
HopManbHoro reHa PHOX2B Ha gpyron xpoMmocome.

MexaHnam HacneposaHus BLITC aytocomHo-po-
MWH@HTHbIA C HENOSIHON MNEeHEeTPaHTHOCTbLIO, MNpPU KO-
nn4yecTBe MNOBTOPOB nonvanaHnHa B reHe PHOX2B
24-25 poACTBEHHUKM NauueHTa MoryT He UMeTb Bbipa-
XXEHHOWN aNbBEONIIPHOM FTMNOBEHTUMALMN, HOYHbIE 3MU-
300bl aNbBEOJIIPHOM TMNOBEHTUNALMM MOFYT ObiTb HEe
OMarHoCTMPOBaHbl, 0AHAKO OKa3blBaTb BIINSHME HA Ka4e-
CTBO XM3HW naumeHTa ¢ BLUIC. BEpoATHOCTb poXaeHus
pebeHka ¢ BLIFC npu Hann4nm HOCUTENbCTBA MYTAHTHO-
ro reHa PHOX2B ogHum u3 poauteneii coctasnsaet 50 %,
4acTO MMEET MECTO BO3HUKHOBEHUW MYyTaLM B reHe
PHOX2B de novo [4].

Hanunyme 27 NnoBTOPOB nonvanaHnHa B OOHOM U3 re-
HOB PHOX2B y Hawlero naumeHTa 06bACHSAET BblpaXeH-
Hble HapYyLUEeHNs anbBEONISIPHON MMMNOBEHTUASALNM B Nep-
Bbl€ MECSLLbl XXM3HW, HANIOXEeHWEe TPaxeoCTOMbI NauMeHTy
B BOo3pacTte 2,5 mecsiueB obnerynno npoBeaeHue pe-
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CNMPaToOPHOWN NOAOEPXKU: HaNOXEeHMEe TPaxeoCTOMbl B
cnyyasx BLIC 3a4acTyto 9BNsieTCs BbIHYXXAEHHOW Mepoi
[1, 2]. Ha pucyHke nokasaHbl koniebaHuns napumnanbHOro
[AaBIEeHNS YrIEKMCNOro rasa B KanuinsgpHOM KPOBU B HE-
OHaTaNbHOM Nepunoae C y4eTOM HaMN4Ymns UM OTCYTCTBUSA

pecnmpaTtopHON NOAOEPXKKN.
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Puc. KonebaHnns PaCO, B kanunnsapHoi KpoBu
B HEOHATaJIbHOM Nepuoae C y4eToM Hann4yums
(MBJ1 — nckyccTBEHHAs BEHTUNSALNS NETKMX)

WM OTCYTCTBUS PECMMPATOPHON NOAAEPXKKN.
lMpumeyarHmne: CL, — CNOHTAHHOE AbIXaHWe, KPaCHbIMU
CTpenkamMu ykasaHbl CYyTKU XXN3HU, B KOTOPbIE
npoundsoaunack akcTybaums

CornacHo gaHHbIM nMTEpPaTypbl, ANS NAUUEHTOB C
BUIC, kpome anbBeONSPHOMN FUMNOBEHTUNSALMN, Xapak-
TepHa reHepann3oBaHHas ANCHYHKLUNA BereTatuBHOM
HEPBHOW CUCTEMBbI (HapyLLeHMa pyTMa cepaua, apTepu-
anbHas rMnoTeH3us, 06UNbHOE NOTOOTAENEHNE, TUNOTEpP-
MUS, KOTOPbIE MOTYT ObITb 60J1E€ BbIPAXEHHBIMU BO BPEMS
CHa), 0COBEHHOCTN CTPOEHUs Nnua (KOPOTKOE LLIMPOKOoe
nnuo) [1-3]. Hannume reHepann3oBaHHOM ANCOHYHKLMA
BEeretTaTMBHOW HEPBHOW CUCTEMbI, CBA3aHHOW C HAIM4Ynem
BLI'C y Hawero nauneHTa, BEPOSITHO, IBUIOCH MPUHMHON
apTepuanbHOM rMNOTEH3UN B NMEPBbLIE CYTKM XU3HU U NO-
TPeObHOCTN B MHOTPOMHOW NOAAEPXKE. BbiIBNEHHbIE Me-
TOOOM MarHUTHO-pPEe30HaHCHOW Tomorpadum atpoduye-
CK1e N3MEHEHUS FroN0BHOIrO MO3ra B Bo3pacTe 1 mecsaua
5 nHel, BepOATHO, CBA3aHbI C HAPYLLUEHSMU Liepebparib-
HOM Nepdy3nn, BTOPUYHOWM K BEFETATUBHOW ANCHYHKLMN.
CtpykTypHble HapyweHus LIHC B Buae ymeHbLLeHUst 00b-
ema ceporo BellecTa B 061acTv NpedpPOHTaNbHOM KOPbI,
XBOCTATOro siapa, MO3Xeyka XxapakTepHbl A8 NauneHToB
c BUIC [3, 4]. Mpuctyn TOHMKO-KITOHMYECKNX CyO0por B
NpPeaCcTaBIEHHOM Cly4yae, BEPOSITHO, IBUICHA CNEACTBUEM
NMOBTOPHbIX SNMN3040B HAPYLUEHWN anbBEONSPHON BEHTU-
NAUNKN, CBA3AHHbLIX C MOMbITKAMW OT/YYUTb NaumeHTa oT
BN po yctaHoBneHuns gmarHosa BLIC. Hanunuume oco-
OeHHOCTEN CTPOEHUs Nnua (LUMPOKOE NNLO, rMnepTeno-
pu3M) Takxke nmeet cBsA3b ¢ BLIITC.

M3-3a Hannuus oOpraHHbiX OUCHYHKUMA B PaHHEM
HeoHaTaNbHOM MNepuoae CO CTOPOHbl AbIXaTeNbHOW U
CepaevyHo-CoCyaNUCTOM CUCTEM MNPU3HAKM KULLEYHOW
HEeMNpPOXOAMMOCTU Yy HaLlero naumeHTa 6biv HTepnpe-
TUPOBAHbl Kak Mnapes3 KuLeYyHuKa (AuHamuyeckas Ku-
LeyHas Hernpoxo4MMOCTb) Ha ¢GOHe CuHApPOMA MNon-
OpPraHHOW HeoOCTAaTOYHOCTU U CTallM OCHOBAHVEM OIS
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KOHCEepPBATUBHOM TakKTUKM BEAEHWNS: MaNbYNK HAX0AWICS
Ha MOJIHOM MapeHTepPasbHOM MUTAHUN U SNU30ANYECKN
nonydan Tpodpunyeckoe nutaHue, rno 3TON MNPUYUHE He
MMEN BbIPaXXEHHOM K/IMHUKM KULLIEYHOW HENpPOXOoAuMO-
CTW, YTO OTCPOYMIO YyCTaHOBNEHMe amarHosa bl. [JaH-
Hblli AnarHo3 Obli yCTAaHOBJIEH B MOCTHEOHATANIbHOM Me-
puoae — Ha 29 CyTkM XM3HU. Ha MOMEHT ycTaHOBNEHUS
anarHosa CX Hallemy naumeHTy 6bi10 3 mecsaua.

B Bo3pacTe 5 MecsueB MasnbyMKy NpoBeneHa xvpyp-
rmyeckas onepauuss — NPoAosibHbIA UIEOCUrMOAHACTO-
MO3 C GOPMUPOBAHNEM Pa3rpy304HO/ SHTEPOCTOMbI, B
BO3pacTe 6 mMecsaueB — UeonneoaHacTtoMmos. B HacTos-
wee Bpemsi pebeHky 10 mecsLeB, OH HaXO0AUTCS AOMa, Ha
NOJIHOM SHTEpPasibHOM nuTaHuu, nonyyvaet NBJ1 B HOYHOE
BPEMS Yepe3 TPaxeoCTOMUYECKYID TPYOKy, YPOBEHb OK-
CUreHauym B JHEBHOE M HOYHOE BPEMS KOHTPOMPYETCS
npoBeAEeHMNEM MOCTOSAHHON NMyNbCOKCUMETPpUK. Y pebeHka
COXpaHsaeTcsa 3a4epKKa CTyna, CaMOCTOATENIbHOro cTyna
HET, CTYy/1 OTXOAUT NOCAE CTUMYASALNU NPSMON KULLKW NN
rnocne O4YUCTUTENBbHOM KNM3Mbl. YpOBEHb PU3NYECKOro
pas3BUTUA CPEOHUIN, HEPBHO-NCUXNYECKOE pa3BuTne C OT-
CTaBaHMEM OT BO3PAaCTHOM HOPMbI. YUYnTbiBas TOTasbHYO
dOopMy araHrnnMosa ToICTOro KuLeyYHnka 1 60nbLIoe Ko-
NINYECTBO KOMWUIA nonmanaHnHa B reHe PHOX2B, nporHo3
ON191 XKU3HU 1 300P0BbS NaUMEHTa OCTAETCA CEPbESHbIM.

3axkntoueHue. [lpeacTaBneHHbIV Cryyan 4eMOHCTPU-
pyeT OTCPOYEHHOE yCTaHOBNEHME amarHosa bIr n BLUITC,
a MMeHHO — CX, HeECMOTPS Ha KITMHUYECKNE NPOSIBAEHUS
BLI'C u BI' ¢ poxaeHus — 3aBMCMMOCTb OT pecnupartop-
HOM MOAOEPXKN, MPU3HAKM KULIEYHOM HENpOXoAuMO-
CcTu. JaHHble NPOsIBNEHUS He OblIN MHTEPNPEeTUPOBaHbI
B HEOHaTallbHOM MEepUOAEe KakK HACNEeACTBEHHbIA reHe-
TUYECKNI CUHAPOM B CUNy MX HecneumduyHocTu. He-
CcneundPuUYHOCTb KIMHNYECKMX CUMMITOMOB B LEe/IOM s
naTonorMM HeoHaTanbHOro NEpPUOAa xapakTepHa, NosTo-
MY B MpOLLeCCe AMarHoCTUYEeCKOro nomcka n guddepeH-
LManbHOro AnarHosa y Hawero naumeHTa UCKYanmnchb
Hanbonee BEPOATHbIE MPUYNHBLI CUHAPOMA AbIXaTeNbHbIX
PacCTPOUCTB U  AUCOHYHKLUMN XENyOOYHO-KULLEYHOrO
TpakTa. B HacTosilwee BpeMsi BO3BMOXHOCTU MOJIEKYNSIP-
HO-FEHETUYECKNX METOAOB MCCNeAOBaHUSA MO3BONAT
OMNarHoCTMpOBaTh LWMPOKWIA pag, HacNeACTBEHHbIX 3260~
NleBaHWin y aeTel ¢ nepnoaa HOBOPOXAEHHOCTU, BaXHO
NMOMHUTb O BEPOSATHOCTU FrEHETUYECKOM NaToNOrn y pe-
6eHKa, NCnoNb30BaTb MOJIEKYJISPHO-TEHETUYECKNE ME-
TOoAbl B OVMArHOCTMYECKOM MOUCKE, LUMPOKO OMUCbLIBATb
Ccryyaun BbISIBIEHUST PEAKUX FreHeTU4ecknx 3abonesaHunn
C LeNblo HAaKOMNEHNS AaHHbIX, UX MOCIEAYIOLLEro aHanm-
3a 1 COBEPLUEHCTBOBAHUS TaKTUKM BEAEHUS MALMEHTOB.

PaHHaa auarHoctuka CX y HOBOPOXAEHHOro C Mo-
TpebHoCTbIo B gnutenbHoi MBJ1 n npuaHakamu kuiiey-
HOI HEMPOXOAMMOCTM NO3BOIUT BbIOpaTh ONTUMASIbHYIO
TakTuKy BefeHusi. HeobbsacHMMas opyrMm 4acTo BCTpe-
yalLWUMnca npuynHaMmmn noTpedbHOCTb B pecnupaTop-
HOW noanepXke y HOBOPOXAEHHOIO HapsAy C Npu3Haka-
MW KNLLEYHOW HEMPOXOANMOCTU A0/IKHA HACTOPaXMBATb
KNMHUUUCTa B OTHOLWEeHMn CX.

ABTOpbI 3a9BASAIOT 00 OTCYTCTBUM KOHNKTA UH-
Tepecos.
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KAMHUYECKUA CAYHAU AETCKOTO MYABTUCUCTEMHOIO
BOCNAAUTEABHOTO CUHAPOMA, ACCOLUUPOBAHHOTO
C HOBOU KOPOHABUPYCHOW UHPEKLLUEN (COVID-19)

N. K. boromoaoBa, 3. H. MNy3bipés, B. H. MNeperoeaosa, A. b. AoAuHa

YUTUHCKASA roCyAQPCTBEHHAS ME AULLMHCKAS AKAAEMMUS, Poccunckas Pepepauus

A CLINICAL CASE OF MULTISYSTEM INFLAMMATORY
SYNDROME IN CHILDREN ASSOCIATED
WITH A NEW CORONAVIRUS INFECTION (COVID-19)

Bogomoloval l. K., Puzyrev Z. N., Peregoedova V. N., Dolina A. B.

Chita State Medical Academy, Russian Federation

MpeacTaBneH KIMHUYECKUIA Cllydaii AMarHOCTUKN U NeYeHNs AeTCKOro MyJIbTUCMCTEMHOIO BOCMNaNIUTEbHOrO CUHAPO-
Ma, acCOLMMPOBAHHOIO C HOBOI KOpOHaBUpycHon nHdekumnein (COVID-19), y nesoukn 12 net. OnncaHa kKnMHuyeckas kap-
TUHA, AuHaMuKa 3ab0oneBaHus, pesyfbTaTbl MIHCTPYMEHTaNIbHOro 1 NabopaTopHOro 06CcneaoBaHnUs U YyCEeLWHOro e4eHuns.

KntoyeBble cnoBa: HoBasi KopoHaBupycHasi uHpekums, COVID-19, aetckuii MysibTUCUCTEMHBbIV BOCMNAINTENbHbINA CUH-
ZAPOM, MUOKapPANT

The article presents a clinical case of diagnosis and treatment of children’s multisystem inflammatory syndrome
associated with a new coronavirus infection (COVID-19) in a 12-year-old girl. The clinical picture, the dynamics of the
disease, the results of instrumental and laboratory findings and successful treatment of the patient are described.
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AYTB - akTMBMPOBAHHOE YaCcTUYHOE TPOMOOMNIacTUHOBOE BpeMs MUP - nonumepasHas uenHas peakums

KMo6p - koHTponbHas npoba obpasua CANA - cuctonunyeckoe faBneHne B IEFOYHOW apTepun
MHO - MexayHapoAHOE HOpManM3npoBaHHOE OTHOLIEHMWE CPB - C-peakTuBHbIN 6enok

NTB - npoTpoM6UHOBOE BpeMs Y3M - ynbTpa3ByKOBOE MccnenoBaHne

MTWU - nNpoTpoMB6UHOBLI UHAEKC
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