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TEYEHUE KOPOHABUPYCHOM UH®EKIIUA COVID-19 Y PEBEHKA C BOJIE3HBIO
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Ilo 1aHHBIM CTATHCTUKH, 1014 1eTeil, uHGuuupoBanHbix SARS-CoV-2, cocrasisier o1 2% 10 10%. dersam yame
CBOWCTBEHHBI TaKHe KIUHNYeCKHe CHHAPOMBI, KAK CHHAPOM HWHTOKCHKAIMH, BEPXHUIl KaTapaJabHbIi CHHAPOM
10 THUIY TPAXe0O0POHXMTA, MUAJITHUS, AUCIENICUS. YTacaHHe KIMHHYECKUX NPOsSBICHUI NMPONUCX0IUT B Teuenue 1-
2 Helesib. B yeTBepTH ciyuyasix 3a001eBaHUe HOCHUT 0eCCUMIITOMHOE TedeHue, HO Kaxkablii 10-ii ciayyaii Tpedyer
CTAlMOHAPHOro JedeHnsa. CMepTh NAaNUMEHTa MOXeT HACTYNUTh BCJEACTBHE TSXKeJI0H IbIXaTeIbHOMH
HEI0CTATOYHOCTH, Pa3BUTHE KOTOPOIi IIPOUCXONT U3-32 HeceM(pUIeCKOro 0CTporo pecnupaTopHoro Jucrpecc-
cuaapoma. Ha TspkecTh 3a6osieBanusi oka3biBaeT BiausiHue crnocodHocth SARS-CoV-2 mopakats pa3inmdHble
cuctembl opranos. Cpenn ciy4yaes nHpexuun COVID-19 npumepHno 1% nereii npucylie ocjio;kKHEHHOe TeueHHe,
KOTOpOe 00yCJIOBJICHO HAJIMYMEM Y 3200/1eBIIMX THKeIbIX CONYTCTBYIOLIMX NaToJioruii. bosesns Humanna-Iluka
- HacJIeICTBeHHOe 3a0o0JieBaHue, cBsi3aHHOe ¢ myTauusamu B reiax SMPD1, NPC1 u NPC2, xapakrepusyoieecst
HapylIeHHneM BHYTPUKJIETOYHOI0 TPAHCIOPTA JUNHAOB; NMPH 3TOM MPOMUCXOIUT HAKOIJIEHHE XOJIeCTepHHA U
IJIMKOC(UHIOJIMIINAOB NIPeMMYIIeCTBEHHO B HelipoHax. KilnHnyeckasi KapTMHA M TS2KeCTh 3200/1eBaHUsl 3ABUCAT
OT ero THNAa, YTO NPOsIBJIsieTCs B BU/e HAPYIeHNH (U3MYeCKOro U HEPBHO-TICUXUYEeCKOT0 PA3BUTHS, YBeJHYeHUS
NeYeHH U cejie3eHKH. B cTaTbe copep:karcs JaHHbIe MeIUIMHCKON JIMTEPATyphl 0 TeYeHHMH KOPOHABUPYCHOI
uHpexuun COVID-19 y ngeteii 1 00 0coO0eHHOCTAX KJIMHUYECKOH KaPpTHHBI NpH 3Toi natoJornu. IIpeacraBiaen
cayyaii HaOJloaeHus 3a KJIMHUKOH KopoHaBupycHOil mH@pexkunu COVID-19 y manbuyuka 7 JieT ¢ JMAarHO30M:
0oJie3nb Humanna-Iluka tun A u B.

Kirouesble cioBa: koponaBupycHast uadekius COVID-19, netu, 6one3ns Humanna-Iluka, renetudeckoe 3aboneBanue,
COUHTONUTIHI03.
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According to statistics, the proportion of children infected with SARS-CoV-2 ranges from 2% to 10%. Children
are more often characterized by such clinical syndromes as: intoxication syndrome, upper catarrhal
tracheobronchitis like syndrome, myalgia, dyspepsia. The extinction of clinical manifestations occurs within 1-2
weeks. In a quarter of cases, the disease is asymptomatic, but every 10 cases requires hospital treatment. The death
of a patient can occur due to severe respiratory failure, the development of which occurs due to nonspecific acute
respiratory distress syndrome. The severity of the disease is influenced by the ability of SARS-CoV-2 to affect
various organ systems. Among cases of COVID-19 infection, about 1% of children have a complicated course,
which is due to the presence of severe comorbidities in the sick. Niemann-Pick disease is an inherited disease
associated with mutations in the SMPD1, NPC1 and NPC2 genes, characterized by impaired intracellular lipid
transport; which leads to the accumulation of cholesterol and glycosphingolipids mainly in neurons. The clinical
and severity of the disease depend on its type, and manifests itself in the form of disorders of physical and
neuropsychic development, enlargement of the liver and spleen. The article contains data from the medical
literature on the course of coronavirus infection COVID-19 among children, and on the features of the clinical in
this disease. The article also presents a case of monitoring the clinical of coronavirus infection COVID-19 ina 7-
year-old boy with a diagnosis of Niemann-Pick disease type A and B.

Keywords: coronavirus infection COVID-19, children, Niemann-Pick disease, genetic disease, Sphingolipidosis.

Bceemupnoii opranunzanun 3apasooxpanenus (BO3) 31 nexadbps 2019 roaa crango u3BeCTHO O
HOBOM THIIE BUpYCa, 3apOJUBIIEMCS B Tropojae YxaHb (mpoBuHIMS XyO0dii, Kutaii), HaceneHue
kotoporo 6omnee 11 muH yenoBek. Ha mup oOpymmunace nH(eEKIus, BO30yIUTETh KOTOPOU - HOBBII

mramMM KopoHaBupyca denoBeka (SARS-CoV-2), neTampHOCTh OT HEro KojieOsaeTcs B IIMPOKUX
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npenenax (ot 0,5% no 15%). CornacHo cratuctuke, cpeau uHGuuupoBaHHbIXx SARS-CoV-2 nons
nered cocrasnseT oT 2% no 10%. Jlersm mpu JaHHOW MATOJOTMM CBOWCTBEHHO: IOBBIIIEHUE
TEMIIEPATypPhl, CYXOH MaJIOMPOAYKTUBHEIN Kallleidb, pUHOpes, Oomu B ropie. Takke MOryT
0ecroKouTh OOJM B MBIIIIAX, B JKUBOTE, TOUIHOTA, CJIa0OCTh, quapes. YracaHue KIMHHYECKHX
MPOSIBJICHUN TPOMCXOAUT B TeueHue 1-2 Hemenb. 25% pereir ot oOmiero uucia 3a00€BIIMX
xapaktepHo OeccummnrTomMHoe TeueHue. [Ipu atom 10% HyXIaroTCs B CTallMOHAPHOM JICYCHHH.
CMepTh MalMeHTa MOXKET HACTYNUTh BCIEJICTBUE TSDKEIOW JbIXaTEIbHOM HEZOCTaTOYHOCTH,
pa3BUTHE KOTOPOM MPOUCXOIUT M3-3a HECHEIU(PUUYECKOrO0 OCTPOr0 PECHUpaToOpHOro JUCTpecC-
cuaapoma. Ha Tspkecth mH(QEKIMU oka3biBaeT BiusHHE criocoOHOcTh SARS-CoV-2 mopaxkarts
paznuyHble cucteMbl opranoB. Cpenu ciaydaeB nHpexkunn COVID-19 npumepno 1% neteii npucyie
OCJIO)KHEHHOE TeUEHHE, KOTOpOe 00yCIOBICHO HATMUUEM Y 3a00JIEBIINX TSKEIBIX COMYTCTBYIOIIMX
narojoru [1].

JInzocoManbHble OOJE3HM HAKOIUICHUS 3aHMMAIOT 3HAYUTEIHLHOE MECTO B CTPYKTYpe
HACJIEICTBEHHBIX 3a0o0JjieBaHUN oOMeHa BemiecTB. OHM BO3HUKAIOT MPU MYyTAalUSIX B CTPYKTYPHBIX
reHax, peryJIMPYIOINX BHYTPUKICTOYHBIH THPOIM3 MaKPOMOJICKYI B JIM30coMax [2].

bonesnr Humanna-Iluka (manee — BHII) - peakoe wmynbTHCHcTeMHOE 3aboseBaHHE,
HacJeIyeMoe 1o ayTOCOMHO-peliecCuBHOMY THIry. YactoTa Bctpeuaemoctu TiroB A u B - 1:100 000
HOBOPOXXJIEHHBIX. J[aHHOE 3a00IeBaHNe BO3ZHUKAET n3-3a MyTaiuii B renax SMPD1, NPC1 u NPC2.
BcnenctBue 3Toii naTosoruu HaOdI0AaeTCs HAapyILIEHUE BHYTPUKIETOUHOTO TPAHCIOPTA JIMIUAOB;
XOJIECTEpUH U CHUHTOMUIUABI aKKyMYJIHPYIOTCS BO BCEX KIETOUYHBIX CTPYKTypax OpraHu3Ma, HO
npeuMyliecTBeHHO B HeijpoHax. Tumsl A u B BHII cBs3anel ¢ MyrauusMu B TIEHE
chunromuenuapocoamdcrepazsr I (SMPD-I),  komupytomem  GepMeHT —  KHCIYIO
cpunromuenunazy (ASM). I'en SMPD-I kaptupoBan Ha xpomocome 11, B mokyce 11p15.4-p15.1 [3].
Tsoxenee nporexkaer BHII Tun A. KiimHuka nposiBaseTcs ¢ Tpex MecALeB )KU3HU, XapaKTepU3yeTcs
BEPXHUM JHMCIENCHUYECKUM CHUHIPOMOM, OTCTaBaHUEM B (PU3MUECKOM U HEPBHO-TICUXMUYECKOM
pa3BUTHH, YTPAuMBAIOTCSI MPUOOpPETEHHBbIE HABBIKM, XapaKTepHa TeNaToCIJICHOMEraius. 3a cYer
MPOMUTHIBAHUS KJIETOK JIMIKWJAMH KOXa OKpAalIMBaeTCsI B KOPUYHEBATO-)KEITHIH OTTEHOK.
ITporpeccupyer HEBpOJOrMUYECKass CHMIITOMAaTHKA. YrHETEHHE CYXOXWIBHBIX pe]IiIeKcos,
OTCYTCTBHE pEaKLMHM Ha OKpYXKarollee BO3JEHCTBHE, MOKET BO3HUKHYTh IIIyXoTa U ciernora. B
o0jacT JKENTOro MATHA CETYATKH TMOSBISETCS MaTOTHOMOHHWYHOE BUIIIHEBO-KPACHOE IMSTHO -
CUMIITOM «BHIIHEBOM KOCTOYKHM». B cBOrO ouepenb, Thn B mposBisieTcs K BbILICTIPUBEAECHHOU
KJIMHUKE (KpOME MaTOJIOTHH HEPBHOM CUCTEMBI) 3200 I€BaHUSMU JIBIXaTEIBbHBIX TyTel [4].

Tunsr A u B 6one3nn Humanna-I1nka 1narHoCTUPYIOTCS: IyTEM OIpeJieIeHus] aKTUBHOCTH

C(bHHFOMHeJ'H/IHaBI)I B KPOBH, MOJICKYJIIPHO-TCHCTUYCCKOT'O UCCICAOBAHNA, TUCTOIMATOJIOTNYCCKOIO



aHaJlM3a MEeYeHU, KOCTHOTO Mo3ra (OOHapyXeHUe «IEeHHCTBIX» KIETOK - kieTok Humanna-Iluka,
«roryObIX)» TUCTHOLUTOB) [5].

Ilenp: mpencTaBiICHHBIM KIMHUYECKUN Cllydald MpeJHa3Ha4eH O3HAKOMUTHb MEIMIMHCKYIO
OOIIIECTBEHHOCTh C TeYeHHEeM HoBOW KopoHaBupycHoi wuHpekumun COVID-19 y OGonpHBIX ¢
ophanHbIM 320071€BaHUEM — C(OUHTOMHUEITTHO30M.

Knunnueckuit cinyyaii

Bomabsnoii K., 7 ner, ¢ nuarno3om: 6osie3ns Humanna — Iluka Tun A u B.

[TepBblie nposiBieHus ophanHOro 3a00eBaHus y pedeHKa ObLITU B BUJE 3a/IEPKKH MOTOPHOTO
pa3BUTHA: YTpaTWJI ONOpY, MepeBopauMBarhcs Hayan nocie 6 mec. C poxkaeHus Habmoancs
HEBPOJIOTOM I10 TIOBOIy MHaTOHHYECKOTO CHUHAPOMA, 33JICPKKH HEPBHO-TICUXUYECKOTO Pa3BUTHS (B
roj peOEHOK He CUJIeN, He Mmo3al). B mporecce TMarHocTHYeCKOro MoKucKa B JIa0OpaTOpHBIX TeCTax
ObLT BBISBJICH JICUKOLIUTO3, CHUKEHHE YPOBHS IeMOINIOOMHA, B OMOXMMHYECKHX aHaTU3aX KPOBU
CHUHIPOM IUTONU3a M CHUXKCHHE YPOBHS CHIBOPOTOYHOIO jKelie3a, MO TMOBOAY Yero IoJIydal
deppotepanuto. Uckmouens 3a601eBanus TORCH — undekmuu. C rogoanoro Bo3pacra y peOcHKa
B KJIMHHUKY IPUCOCTUHSIOTCS MPUCTYIBI KPATKOBPEMEHHOM MOTEPH CO3HAHMSI JNTUTEIIBHOCTBIO OKOJIO
15-20 cexynn Ha (oHe M1aya, ¢ NEPUOPATBLHBIM IIHAHO30M, 33JICPKKOM JbIXaHUs, 3aKaTbIBAHUEM
713, CKaTUEM YENIOCTH W BBITMOAaHHWEM TYNOBHUIIA. DJIEKTpodHIedanorpamMmma mpu 3ToM Obuia B
npezenax HOpMBbl.

B Bo3pacte 1 roga Bo Bpemst o6cieioBanus BIiepBbie 3a()MKCHPOBaHA T'eaTOCIUICHOMET AT
(meuens +5 cm, cenezeHka +6 ¢cM H3-ToJ pedpa), UCKIIOUYEHBI BUPYCHOTO XapakTepa MOpaskeHus
neyeHu. Ceporornueckuii CKpUHUHT Ha IEIUaKHI0 OTpULIaTeIbHBIN. B poriecce quarHocTuueckoro
TOKMCKa B TabOPaTOPHBIX TECTaX BHIABJIEH: NeikomuTo3 (eiikomutsl: 16,8%10%1); co cTopoHSI
KpacHOW KpOBHM M3MEHEHHUE B BUJIE CHUKEHHE YPOBHS remMoryioonHa (remornoOuH: 96 r/m, cpeanee
KOJHMYECTBO TeMoriobuna B sputponute: 20,6 Nr, aHU30LUTO3: 2, THIOXPOMUS: 2, TOHKUIIOLUTO3:
1); cuneponenus (ceiBopoTouHoe xene30 4.0 mxmons/1, OXKCC 74.0 mxmons/a, Tpancheppun 307
mr/mn); cuaapom nuronusa (AnAT 47,0 En/n, AcAT 103 En/n, menounas docdaraza 266,0 En/n).
AHanu3 kpoBH Ha Tokcoruiazmo3 |g M nmonoxurensubiit — 444.8 En/n. Dnexrpokapauorpadus: UHCC
120-136, murpamusi BOOUTENss pUTMa OT CHHYCOBOTO y37a MO MpeIcepausM. DIeKTpudeckas oCh
cepaiia — TMOJIOKEHHWE BepTUKaldbHOe. TeHAeHIMs K yinHeHuto uHTepBana QTc mo 440 wmc.
KocoBocxomsmas aenpeccust cermenta ST Ha 0.7 MM B V3 otBemenun. 3yOenm T TriiyOOKWHiA,
orpunatenbHeiii B V2, V3 oTBeneHUsIX, OTpUIATeIbHBIN B V4 oTBeneHuu, criaxed B V5, V6
oTBeleHUsAX. He WCKIIOUeH HWIIEeMHYeCKHid TpOIecC B MHOKapAe IMepeaHeneperopogoyHoi,
MepeIHeBEePXYIIEYHOW 30H JIEBOTO JKemyJqouka. beuia mpoBereHa Tepamusi mo mosoxy KJIA u

ToKcorasmo3a. Habmroancs y rematosiora 1 ”HQEKIIMOHUCTA.



B 2 roga 11 MecsueB B CBSA3M C COXpaHAIONICHCA KIMHUYECKOW KapTHHOM B BHUIE
renaToMerajiuu, 3aJepKKH TMCUXOMOTOPHOTO Pa3BUTHS, TOPIHUIHOIO AaHEMHUYECKOTO CHHAPOMA,
COXPAHSIOIIETOCS [IUTOJIM3a KJIETOK ObLIa MPOBEIeHA TaHIEMHasl MaCC-CIIEKTPOMETPHSI — BBISIBJICHO
CHIDKEHHE aKTUBHOCTH C(UHTOMHUEIMHA3bl; BBICOKOBEPOSITHBIM SIBIISUICSL JAMAarHo3 0Oo0se3Hb
Humanna-IIuka tun A u B.

B 3 roma 6 wMecsmeB NOJydeH peE3yslbTaT HUCCIACAOBAHUS (SH3UMOJUATHOCTUKU) U3
naboparopun HacCIEICTBEHHBIX Oosie3Heil oOmena BemiectB B ®PI'BHY «Meauko-reHeTHIecKuii
HAy4YHBI IIEHTP»: pPE3KOe CHIKEHUE aKTUBHOCTH C(HUHrOMHENTuHa3bl. METOoJ0M MpsSMOro
ABTOMATUYECKOTO CEKBEHMPOBAHUS MPOBEICH MOJHBIN aHanu3 reHa SMPDI, myranuu B koTopom
MIPUBOJIAT K pazButhio Oone3nn Humanna-IIuka tun A u B. MccnenoBanbl Bce KOAUPYIOIINE TEHBI U
NpUWieKallue K HUM  HUHTPOHHbIE 00JlacTh. BbIABIEHBI  WM3MEHEHUS  HYKICOTHIHOU
nocnegoBarenbHocTu €.880C>A, npuBoasmue k 3ameHe p.Q294 K B rerepo3UroTHOM COCTOSIHUH,
omucaHHble B 0a3e gaHHbix 1o Myrtauusm HGMD (CM971398). BelsBieHbl W3MEHEHUs
HYKJICOTUIHOH mocaenoBaTenbHoctu ¢.1159delT (C387VIs*9) B reTepo3MroTHOM COCTOSIHUM,
MPUBOJISIINE K CABUTY B PAMKH CUMTHIBATENSI U 00PA30BAHMIO TTPEKIEBPEMEHHOTO CTOI-KOI0HA.

BbIsiBIIEHO W3MEHEHHE HYKIEOTHAHOW mnocienoBaresnbHocTu c¢.155A>T, mpuBonsmiee K
3ameHe E517 B reTepo3uroTHOM COCTOSIHHH, ONMCAaHHOE B 0asze JaHHBIX MO moinumopduzMam (IS
142787001).

B 4 roga B MeauKO-TeHETHYECKOM HAy4yHOM IieHTpe Poccuiickoil akageMuu METUIIMHCKUX
HAyK MPOBEJCHO MOJIEKYISIPHO-TEHETUYECKOe 00ClieJoBaHNe Ha Hannuue MyTanuii B rene SMPD1,
OTBETCTBEHHOM 3a pasutue Ooneznn Humanna-Iluka tun A u B. B pesynbrate mpoBeaeHHOTO
oOcieoBaHUsl B aHalu3e TeHa OOHapykeHbl MyTtauuu, noarsepxaaromue BHIL. [lo nanHbBIM
penTreHorpaduu OpraHoB IPYJIHOMN KJIETKH - CUHIPOM MEIKO04aroBoil nucceMuHaru. OcMoTpeH
(bTu3naTPOM, MOCTABJICH AUACKUH-TECT, HCKIIIOUeHa TyOepKyné3Has nHpexius. Co CTOPOHBI TIETKUX
g y3HOEe HHTEPCTULIMATBHOE TTopakeHne ObL10 XapaktepHo /it BHIL.

B Bo3pacre 4, 5 net Ha poHE TUTIEPTEPMHUUECKOTO CHHIPOMA y peOCHKA MOSBIINCH CYI0POTH
TOHUKO-KJIIOHUYECKOTO XapaKTepa.

Pebenok cucrematuueckun Habmogancs aMOylaTOPHO M MPOXOAMI €XKETrOoJHO IUIAHOBOE
CTallMOHAPHOE JICUCHHE.

AHnamnes scusnu

PeGenok ot 2-ii GepeMEeHHOCTH, TPOTEKaBIleld Ha (OHE aHEeMHH, OT MaMbl - HOCHUTENS
TORCH-undexmmm, ot 2-X CpOUHBIX OMEPATUBHBIX POJIOB (KECapeBO CEYCHHE MO MpHUYMHE pyOlia
Ha MaTke). Onenka no mkane Anrap 8/9 6amnos, poauics ¢ maccoit tena 3520 r, niuHoit 53 cm. Ha

IrpyaHOM BCKapMJIMBAHWU HAXOAUJICA OO 7 MECAILICB. HpI/IKOpMI)I BBCJICHEI B CPOK.



B ¢u3nueckoM M HEPBHO-TICUXMYECKOM Pa3BUTHHM OTCTaBaJ C PAHHETO BO3pAcTa: XOJIUTh
caMoCToATeNbHO Haval ¢ 1,7 roga. B HacTosiiee BpeMsi He TOBOPUT, HE UTPAET, HE UHTEPECYETCs
OKPY’KaIOIIUM, €CT C JOXKH MPOTEPTYI0 NHUILy, HE XyeT, nonépxupaercs. Urpymkamu He
MHTEPECYeTCH.

HacnencrBennocTs He oTsaromena. Ctapmuii 6part 9 et 310pOBBIi.

KoHTakt ¢ KopoHaBUpYCHOH uH(ekuueil y peOeHKa Npou30IIeT OT MaTepH, KOTopas
MepeHocuIa 00JIe3Hb B CKPBITOH hopme.

B nepeviii 0env 3a601e6anus moBbIcHIACh TeMIeparypa teia 10 39.8 °C, mosIBUIUCH BAJIOCTh
u cHkeHue anmneturta. [Ipu npueme nedexoHa temmneparypa CHU3MIACh, HO PEOCHOK MPOIOIIKAI
OTKa3bIBaThCsl OT €7bl, TOJBKO Jekan. K KOHIly MepBbIX CYTOK OOJIe3HH TOBTOPHBIH TOIBEM
Temriepatypsl Tena 10 39.9 °C, mama cienana BHYTPUMBIIICYHYIO UHBEKIUIO 50%-HbIM pacTBOpOM
Metamuzona 0,5 wmi, Temmeparypa CHM3WIAch 110 cyOdeOpunbHbIX LU € MOCIETYIOIIUMHU
noabeMaMH, 4YTO TpeOOBalO NpPUMEHEHHUs MOBTOPHBIX IUTHYECKHX cmeceld. CocTosHue 06e3
VIIy4IIEHUs, TEMIIEpaTypa JepKaiach Ha cyOheOpuIbHBIX IUppax KOPOTKOE BpeMsi, HE €1, HE I
BOJbI, YYAaCTWJIOCh JbIXxaHue. M3-3a HapacTaHUsi CHHIPOMA MHTOKCHKALUU, JbIXaTEIbHOMN
HEJO0CTaTOYHOCTH PEOEHOK TOCMUTAIM3UPOBAH B OTJEJICHUE PEAaHUMALIUY U MHTCHCUBHOW TEPAIUU.
AHann3 Ha HOBYIO KOPOHAaBUPYCHYIO MH(EKIIUIO METOJAOM MOJUMEpPA3HOW IEMHON peakuuu ObLl
MOJIOKUTEITBHBIM.

Knunuueckoe obcnedosanue Ha emopbvie cymku 3a00.1e8aHUSA

Temnepatypa 39.8 °C, yactora npixaHust — 29 IbIXaTeIbHbIX ABUKEHUN B MUHYTY, 4acTOTa
CepACUHBIX COKpameHui — 124 ynapoB B MUHYTY, caTypauus Kuciopojga — 94% 06e3 gorauuu
kucioposa. CoctossHME TO 3a00JIEBAaHUIO TsDKENOe, OOYCIOBJIEHHOE CHHIIPOMOM HWHTOKCHKAIIUH,
KaTapajdbHbIM CHHAPOMOM, OTSTOIIEHHBIM MPEMOPOUTHBIM (POHOM, TTOpaKEHUEM OPOHXOJIETOYHOM
cuctembl. PebeHok B coznanuu. [loBeaenne 6ecrnokoiinoe. Ha KOHTakT He UeT, 0OpaIIeHHYIO peyb
HE IOHMMAET, HE Pa3roBapHBacT, jJenedeT. MeHUHreaabHble 3Haku OTpuliarenbHbie. [IpaBuiibHOTO
TEJOCIIOKEHUS, IOHMKEHHOTO nuTanus. Paktuueckas macca 16 kr. KoxxHble MOKpOBHI OJieIHbIE,
[IMaHO3a HET, HApYIICHUS MUKPOLUUPKYISIMU HE BbIpaxkeHbl. [lepudepuueckue numbarnyeckue
y3JIbl: YBENIWYEHBI TOTYENIOCTHEIE TUM(paTudeckue y3isl 10 1,0 cM, 31acTUYHON KOHCUCTEHIINH, HE
CHasHHBIE C OKpYXAalIIMMHU TKaHsMH. HocoBoe [pIXxaHWe HE 3aTpPyAHEHO, C HEOONIbITUMU
CEpO3HBIMH BbIICNICHUsIMU. B 3eBe spkas rumnepemusi. CiM3ucTas MOJOCTH PTa BIaxkHas. S3bIK
BJIQXKHBIN, 00J10’)keH OebIM HajieToM. MUHAAIWHBI YBEIUYECHBI 10 2-i CTEMEHU, HAJIO)KCHUN HET.
Oteka meun Her. Kamenb cyxoil HENpOAyKTUBHBIA. B Jerkux »xecTkoe JbIXaHHe, OJUHAKOBO
MPOBOJIUTCS 1O BCEM TMOJSM, E€IUHUYHBIE MEJIKOIYy3bIpuaTble Xpulbl. [lepkyTOpHBII 3BYyK
KopoOouHbIA. TOHBI cep/lia MpUrIylieHHbIe, pUTMUYHBIC. [IyIbC yIOBIECTBOPUTEIBHBIX KAaueCTB.

JKuBOT MATKHI1, HECKOJIBKO YBETUYCH B 00BEME, HE B3IYT, IOCTYICH IITy00KOH nanpnauu. [ledens



yBeIWYCHA, BBICTYIAET U3-1I0J Kpast pedepHoi ayru Ha 6.0 cM (Ha ypoBHE MyIKa), Kpal TIaIKuH,
wioTHeIA. Cene3enka +5,0 cMm. Modencnyckanue cBOOOIHOE.

Pezrome

[Tpu npoBeeHNU JOMOTHUTENBHBIX UCCIICJOBAHU BBISIBICHBI CIIEAYIONINE OTKIOHEHUSI.

Co cropoHbl OMOXMMHYECKOTO aHalM3a KPOBH — HW3MEHEHUS, CBUICTEIHCTBYIOIIUE O
HapylmieHuH QYHKIUH BHYTpeHHUX opraHoB; DKI' - 3mu304bI MUTpAlUu BOAMTENS PUTMA OT
CHUHYCOBOTO y3J1a 10 IIpeICepAnsM, HapyLIEeHUE BHYTPUKEIY10UKOBOH ITpoBoaumMocTy; Y3 nouex
- 9XO-Tpu3HaKu TUu(h( Y3HOTO U3MEHEHHs MApeHXUMbI 00EUX MOYeK, C 00eJHEHHEM KPOBOTOKa B
MOJAKANCYJIbHOH  30HE, C  YIUIOTHEHHEM  CTEHOK  YallleYHO-JJIOXaHOYHOW  CHUCTEMBI,
KaJMKOIMEIOIKTa3uH TPAaBOM IMOYKM, THEJIOIKTa3uM JIeBOW TIOYKH; dXOKapauorpaduyeckoe
HCCJIEI0BAHUE - OTKPBITOE OBAILHOE OKHO ¢ AuameTpoM 1,5 mm. [Iposnarnc mutpanbHoro kianaxa 4,3
MM; Y3 opranoB OpIOUIHON MOJIOCTH - IPU3HAKY TeMaTOCINIECHOMETalInu, AUPPy3HOT0 U3MEHEHUS
MapeHXUMbl OOOWX OpraHoB, PACHIMPEHUs MPOCBETa BOPOTHOW BEHBI, CEIE3€HOYHON BEHBI,
YBEJIMUCHUSL pa3Mepa KEITYHOTO ITy3bIpsi, YMEpEeHHOTro au(PY3HOrO0 H3MEHEHUS IapCHXUMBI
TIOJDKEITYI0YHOM JKeJIe3bl, PEaKTHBHO N3MEHEHHBIX ME3CHTEPHAIBHBIX 3a0PIOMIMHHBIX TUM(OY3IIOB;
OHMI' BepXHUX U HIKHUX KOHEYHOCTEH - BBIpa)KEHHAs MOTOCEHCOpHAsl CMEIlIaHHas aKCOHAIbHO-
JEeMHUEIMHU3UPYIONIAsl TOJIMHEBPONATH BEPXHUX W HIKHUX KOHEYHOCTEH; peHTreHorpaduu
OpTaHOB I'PYIHON KIETKH - U dy3Hast MEIKOOYaroBasi IMCCEMHUHAITUS JICTKHX.

IIpoBenenHbIe UccaeTI0BAHUA

OG6muii aHaM3 KPoBM: neiikomuTsl - 5.2* 10%1; spurpormts! - 4.25*10%/11; remorno6us -
105 r/n; rematokpuT - 32.5; TpomGomuTsl - 145*10%1; mamoukosmepHble HeHTpodumsl - 4%
CerMEHTOsIIepHBIC HEUTPOPMITHI - 36%); 303uHOPIIEI - 4%; uMdoruTe! - 50%; MOHOIUTHI - 6%;
COD3 - 20 mm/4.

OO0mmii aHaJIM3 MOYM: KOJHMYECTBO MOYH - 7.5, IIBET - HACHIIIIEHHO-KENTast, TPO3PAYHOCTH -
Mpo3pavHasi, peakius - Kucnuas, yaensHslii Bec - 1030, 6enok - 0 /i1, snutenuit - 1-3, 1elKouuTHI -
1-2, spurpouutsi - 0-2, GakTepuu +.

Buoxumuyeckue mapaMeTpbl KPOBH

o 3aboneBanus: ATAT - 158.00 En/a (5-41); AcAT - 233.00 Ex/n (5-40); xpeatunuH - 42.0
MKMOJTB/JT (53-123); OXKCC - 79 mxmonw/n (45-75); nakrataeruaporenasa - 201.00 Ex/n (110-295);

X0JIeCTepHuH - 6.93 Mmosb/a (2.95 — 5.25).

Bo Bpems 3a6oneBanusi: AnAT - 920.00 Ex/n (5-41); AcAT - 758.00 En/n (5-40); kpeaTHHUH
- 46.0 mxmounp/n (53-123); OXKCC - 80 mxmons/n (45-75); nakrataeruaporenasa - 527 En/m (110-
295); xonectepun — 7.51 mmoun/i (2.95 — 5.25).

MpoxkansuuronoBsiii TecT - <0,5; KOC: pH: 7.4; pCO2: 5,1 mmHg; pO2: 6,1 mmHg; HCO3
act 23.5 mmons/; HCO3 Std: 23.8 Mmos/.




W3meHeHus B KOaryJiorpaMMe He OTMEYaJINCh.

AuiekTpokapauorpagus: ¢ YCC 64-120 ynapoB B MUHYTY, SIIU304bl MUTPALIUM BOAUTEIS
pUTMa OT CHUHYCOBOIO y3Jla IO MpeacepAusM. BepTukanbHOe MOJOXKEHHE 3JIEKTPUUECKON ocu
cepauna. Hapymienune BHYTpHKETyIOYKOBON mpoBoauMOcTH. Hwuskoamruutymneii 3yoenm T B
CTaHJAPTHBIX YCUJICHHBIX OTBeAeHUAX, V4-V0.

duexkTpodHuedasorpadgus: SMUNPUCTYI M MATTEPHBI SMUMPUIIAAKA HE 3a(UKCUPOBAHBI.
OuaroB MaToJIOrMYECKON AKTUBHOCTHU U 3MUAKTUBHOCTH HE 3apErMCTPUPOBAHO.

¥Y3U nouek: pazMepsl MOYEK MPEBBIIMIAIOT BO3PACTHYIO HOPMY. DX0-TIpu3Haku 1uddy3noro
M3MEHEHHUS apEHXUMBbI 00€HX MOYEK C COXpaHEHUEM KOPTUKO-MEAYIUISIpHON Au(depeHLInPOBKH, C
o0eHECHHEM KPOBOTOKA B IMOAKATICYIHHOM 30HE, ¢ YIUIOTHEHHEM cTeHOK YJIC, KaTuKomueno3KTa3un
MPaBOW MOYKH, NUETIOIKTAZUHU JIEBOU MOUYKH.

Y3/I' cocynoB neveHu, cejie3eHKH: IIPU3HAKU PACILIMPEHUS TPOCBETA CEIE3EHOYHOM BEHHBI,
JIEBOM MOYEYHOU BEHBI, BOPOTHOW BEHBI C YIUIOTHEHHUEM CTEHOK BOPOTHOHN BEHBI, C HEOOJBIINM
CHIDKEHHEM KPOBOTOKA B BEpXHEW OpBIKEEUHON BEHE, MOBBIIIEHHE PE3UCTEHTHOCTH COCYAHCTOMN
CTEHKH B JIEBOJIOJIEBOW [IEUEHOYHOM apTEPUU.

Ixokapauorpaduyeckoe ucciaenopanue: OO0 d 1,5 mm. [Iponarc MUTPaIBHOTO KilamaHa
4,3 mm (1 crenenn) ¢ perypruranueit 1-if crenenu. Perypruraius Ha TpUKycUIaIbHOM KianaHe 1-
W cTemeHW, Ha KiamaHe JIero4yHoW aprtepum l-ii cteneHu. BHyTpucepaeuHas reMoJMHaMHKa HE
HapyllIeHa.

VY31 KulIeYHUKA: NPU3HAKU BOCHAIUTEIBHBIX M3MEHEHUW CTEHKU TOJICTOM W TOHKOU
KUK Ha TMPOTSHKEHHUH, Oosiee BbIpA)KEHHbIE M3MEHEHMsI B IOJIB3JIOIIHON KHIIKE, pacIIupeHus
IIPOCBET CUTMOBUIHON KUIIKH (KOCBEHHBIE IPU3HAKN XPOHUYECKUX 3aI10POB).

Y31 opranoB OpIOIIHOWH TMOJIOCTH: TPU3HAKM TeNaToCIUIeHOMeranuu, Iud@y3HOro
M3MEHEHMS MapeHXUMbl 000MX OpPraHoB (TMIEPCIUICHU3M, U3MEHEHUS MEUYEHHU MO TUITY JKUPOBBIX
HapyleHUH C YMJIOTHEHHEM CTEHOK BOPOTHOM BEHBI), pacCIIMpEHHUs MPOCBETa BOPOTHOM BEHHBI,
CeJIe3eHOYHOM BEHBI, yBEJIIMUEHUS pa3Mepa KEITUHOTO My3bIps, yMEPEHHOT0 AU(PHY3HOTO U3MEHEHUS
MAapEHXUMBI MTOJIKETYA0YHON KeJle3bl, pEaKTUBHO MU3MEHEHHBIX ME3EHTEPHAIbHBIX 3a0pIOIINHHBIX
TUM(OY3IIOB.

Y31 mmToBUAHOIM KeJie3bl: MPU3HAKU JUPPY3HOr0 U3MEHEHHUS MAPEHXUMBbI IIIUTOBHIHON
xKele3bl (YBeIueHHbIe (POUIHMKYIbI) Ha (POHE YMEPEHHOI'O YCUIIEHUS! KPOBOTOKA B 00EUX JIOJISAX.

JHMI' BepXHMX M HH/KHHUX KOHEYHOCTEWH: BBIPAXEHHAs MOTOCEHCOpHAas CMENIaHHas
aKCOHAJIbHO-/IEMUEIMHU3UPYIOIIAs TOJIMHEBPONIATHS BEPXHUX U HUKHUX KOHEYHOCTEM.

Pentrenorpadgusi opraHoB rpyaHoii kiaerku. Ha 0030pHON peHTreHorpamMme OpraHoB
IPYAHON KJIETKH B IPSIMOM MPOEKIUHU — ompenensercs quddy3Has MeIKoodaropas AMCCEMHUHALINS

nerkux. Kopau ManoctpykTypHbl. JIerounsiii pucyHok yMEpeHHO yCHJIEH, Ha (poHe JucCeMUHALUN



HeueTknit. CpegHHAs TEHb HE paciiupeHa. BuanMele mieBpaibHbIE CHHYCHI CBOOOMHBI. Kymoma
nuadparMel YeTKHUE, paCcTOI0KEHbI OOBIYHO.

[ToBbIlIEHHBIE TOKA3aTENM TEMIIEpPATyphl Tella COXpaHsUIUCh B TedeHue 7 aHed (3 nHA
bebOpwitbHas, nanee cyodedpunpHas), oapIKa - B TedeHue 8 nueid. CocTosHUE YIIYYIIHIOCh Ha 9-i1
neHb. Beimucan Ha 10-i neHp 3a0osieBanus ¢ TeMiepatypoit tena 36.5 °C, 4acTOTOH JIbIXaTelbHbIX
JBIDKEHUNW 22 B MUHYTY, YaCTOTOU cepieuyHbIX cokpamienuii 100 ynmapoB B MUHYTY, caTypauueu
kuciopoaa 99%. Pebenok B coznanmnu. Ouenka no mkane ['nasro 15 6amnos. [ToBenenue criokoiinoe.
Ha koHTakT He uzer, 00palleHHyI0 peub He IOHUMAET, He pa3roBapuBact, jeneder. MeHuHreaabHbie
3HAaKU — oTpHIareabHble. KokHble MOKPOBBI OJeAHbIE, MMOAKOKHO-)KUPOBOM CIOi ci1ab0 pa3BHT,
LIMaHO03a HET, HAPYILIEHUSI MUKPOLIMPKYJISALIMYA HE BBIPAXKECHBI.

[lepudepruyeckne nuMpaTHUECKUE Y37l — YBEIHYEHBI IOAYEIIOCTHBIE W IICHHBIE
mumbaTtudeckue y3ibl 10 1,0-2,0 cM, 31acTUYHON KOHCHUCTEHINH, HE CIIasHHBIE C OKPYKAIOIIHUMU
TKaHSIMH, MHOKeCTBeHHbIe. KOCTHO-MbIIIeUHasi cUcTeMa: ca00CTh MBI HUXHUX KOHEYHOCTEH,
noxoyika Heyctoiuusasi. HocoBoe Jipixanue He 3aTpyAHEHO. 3€B po30Bblii. MUHAAIUHBI YBEIUYEHBI
Io 2-# crenenu, HanoxeHnii HeT. Oreka men Her. Kamens He Oecrokont. B Jerkux ApIxanue
MIPOBOJIUTCS 10 BCEM IOJIAM, XPUIIbl HE BBICAYIIMBAIOTCS. [lepKyTOpHBIN 3BYK JerouHblil. TOHBI
cep/ia NpUrITyIIeHHbIE, pPUTMUYHbBIE, CHCTOIMYECKUN [ITyM Ha BEPXYIIKE U B V TOUKE, «IYIOIIETO)
Xapakrepa, ¢ HeOOJbIION 30HOM npoBeneHus. [lynbc ynoBIeTBOPUTENBHBIX KauecTB. CIHU3UCTbIE
MOJIOCTH PTa BIIAXKHBIC. SI3BIK BIAXKHBIH, 00JIOKEH OelbiM HajeToM. JKHMBOT MSATKHN, HECKOJIBKO
yBeJIUYeH B 00beME, HE B3YT, HOCTYIEH IIyOoKkoil nanpnanuu. [leyens yBennyeHa, BEICTyNaeT U3-
noJ1 Kpast pedepHoii 1yru Ha 6,0 cM (Ha ypoBHE IynKa), Kpail riaakuil, miotHeli. Cenesenka +5 cM.
Moueucnyckanue cBo0oHOe, peryisipHoe. CTyi, co CJIOB MaMbl, HE HapyIIEH.

3akio4eHue

JUis Hamiero mnamMeHTa XapakTepHa TsDKelas CTeleHb TeueHMs MH(GEKLUUu, KoTopas
notpedoBajia HEMPEPHIBHOTO HAOIOICHNS B OTJCNICHUH PeaHuMallMi U MHTEHCUBHOM Teparnuu 10 5
nuel. C yaeToM CUHTOJIUIHI03a, KPOME MOPAKEHUS JIETKUX, HAOII0AAJIOCh YXYIIIIEHNE COCTOSHUS
MEYEeHHU, YTO MPOSBISUIOCH HApaCTaHUEM TEKYILEro LIUToIN3a 6osee 5 pa3, ¢ COXpaHHOCThIO OETKOBO-
oOpa3zoBaTenbHOH (YHKIMHU. DTO B MOCIEAYIOIIEM HOTPeOOBAIO KOPPUTHPYIOIIEH Tepanuu
renatornporekTopaMu. Co CTOPOHBI APYTUX OPraHOB 3HAYMMBIX YXY/IIEHUH He ObLIO.

W3BecTHO, YTO HOBasi KOPOHAaBUpYCHask HHGEKIUS y AeTel MPOTEKaEeT Jierye no CpaBHEHHUIO C
B3pPOCJIBIMH MallMeHTaMu. Y JeTeil ¢ mpeMopOuIHbIM (POHOM KOpOHaBUpYCHas MHGeEKUHs TpeOyeT

0co0o0 HECTIPEPBIBHOI'O KOHTPOJIA 3a COCTOAHUCM U OLICHKOM napaMeTpoOB KUBHCACATCIILHOCTHU.

Cnucok JinTeparypbl
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