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MeTa — npoaHanizysartv BapiaHtv nepebiry COVID-19 B iMyHOCKOMMPOMEHTOBAHWX NAUIEHTIB i3 METOIO IHPOPMYBAHHSA MEANYHOI CNITBHOTH
Ta akLEHTYBaHHA yBaru Ha L npobnemi.

HaBeneHo ABa kniHivHi BUNapgku pisHoro nepebiry COVID-19 y nauieHTiB i3 nepBrHHUMY iMyHoaediuyTamm, aK 1erkoro, 6€3cMMITOMHOrO,
TaK i TAXKOro, 3 NeTabH1IM HACAIAKOM. Y NepLIOMY BUNaAKy B AUTUHM i3 CUHAPOMOM HiliMereH, Heasaxatouu Ha Nimponerio, nepebir SARS-
CoV-2 — byB 6€3CMNTOMHUM, LLIO MOXe OyTI NOB’'A3aH0 3 PErYNAPHUM BBEAEHHAM iIMyHOrMOOYAIHY i3 3aMiCHOI0 METOIO.

OcobnuBICTb APYroro B1naaky nonarana 8 noBTopHomy enizoai COVID-19 B iMyHOCKOMNPOMEHTOBaHOI AnTuHK 3 APECED. lMepwuii enison,
COVID-19y BepecHi 2020 poky maB nerkuii nepebir, npoTe Npr3eiB A0 MaHidbecTauji CMnToMiB iMyHoaediumTy. HaaBHi CUMNTOMU (DETUHO-
naria, renartuT), OKPiM MOMIPHOMO KaHaMA03Y CAM30BUX, HE BXOASATb A0 Tpiaam KnacudHnx ciumntomie APECED, xo4a nopaz, i3 peakLjeto Ha Xney
BaKLIMHY Aanv 3MOry 3anigospuTii iMyHoaeiuuT. IMyHocynpecuBHa Tepanis cnpuana crabinisauii 3 6oky renatuTy, NpoTe o4Ha CUMAToMaTuka
Oyna 6e3 nosutvsHol AnHamiku. dpyruii enison COVID-19 Bigmivasca B civHi 2022 poky. MNepebiras i3 TpyBanoio rapsykoio NpoTaroM 2 TUXHIB,
Aka 6yna pesncTeHTHOIO 0 NikyBaHHHA, 3 MPOrPECYoHOI0 LMTONEHIEID, MNoNpoTeiHeMIEID, rinoansbyMiHEMIEIO, O3HaKamu akTVBHOMO renatu-
Ty, rinepdepuUTMHEMIEIO, NiABULIEHUM PIBHEM TPUMILEPUAIB; KOarynonarielo 3 HU3bKUM piBHEM GiGpUHOreHy. Y noaanbliomy NpueaHanmncs
0O3Hakn NMHEBMOHIi, NATBEPAXEHOI PEHTreHOoNorYHo. LLe oaHielo 0co6amMBICTIO LbOro BMNaaky Gyna HasBHICTb MIKCT-iHbekuii — COVID-19
i Enwrenn—bapp BipycHOT iHpekuji. MprinHOI0 CMePTi Y LibOMY BMNaaky Byna He Tinbky NHEBMOHIA, 06ymosneHa COVID-19, ane 1 nporpecy-
044 CUHAPOM akTiBaLli Makpodaris.

BucHoeku. Orxe, nepebir COVID-19 y naujieHTis i3 BDOAXKERVIMI NOMUIKaAMN IMYHITETY MOXe OyTr K 6€3CUMATOMHIM, NerkvM, Tak i CMep-
TeNbHO HEOE3MEYHUM, LLIO 3aNEX1Tb FK Bif, BUOY IMYHHUX NOPYLLIEHb, OTPMMYBaHOI Tepanii, Tak i Bia, cynyTHix cTaHiB. SARS-CoV-2 B iMyHOCKOM-
NMPOMEHTOBaHMX OCIO NOTPebye NUNLHOI yBarv A5 B4aCHOI AiarHOCTUKN XUTTEBO3ArpO3MBIX CTaHIB.

JlocniaxXeHHst BUKOHaHO BiANOBIAHO A0 NPUHLIMNIB [eNbCIHCLKOI Aeknapadli. Ha npoBeaeHHs A0CAIAXEHb OTPUMaHO iIHGOPMOBaHy 3roay 6arsb-
KiB OiTen.

ABTOPW 3a8BASHOTb NPO BIACYTHICTb KOHMAIKTY iHTEPECIB.

Kniouogi cnosa: COVID-19, BpoaXXeHi NOMUIKN IMYHITETY, AiTW.
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Purpose — to analyze the currently described variants of the course of COVID-19 in immunocompromised patients in order to inform
the medical community and focus on this problem.

Two clinical cases of different course of COVID-19 in patients with primary immunodeficiencies, both mild, asymptomatic and severe, with a
fatal outcome, are presented. In the first case, in a child with Nijmegen breakage syndrome, despite lymphopenia, the course of SARS-CoV-2
was asymptomatic, which may be due to the regular administration of immunoglobulin for replacement purposes.

The peculiarity of the second case was a repeated episode of COVID-19 in an immunocompromised child with APECED. The first episode
of COVID-19 in September 2020 had a mild course, but led to the manifestation of immunodeficiency symptoms. The present symptoms
(retinopathy, hepatitis), except for mild mucosal candidiasis, are not part of the triad of classic APECED symptoms, although along with the
reaction to the live vaccine, they made it possible to suspect immunodeficiency. Immunosuppressive therapy contributed to stabilization of
hepatitis, but ocular symptoms were without positive dynamics. The second episode of COVID-19 was observed in January 2022. It proceeded
with prolonged fever for 2 weeks, which was resistant to treatment, with progressive cytopenia, hypoproteinemia, hypoalbuminemia, signs of
active hepatitis, hyperferritinemia, elevated triglycerides; coagulopathy with low fibrinogen levels. Subsequently, signs of pneumonia were add-
ed, confirmed by radiology. Another feature of this case was the presence of a mixed infection — COVID-19 and Epstein—Barr virus infection.
The cause of death in this case was not only COVID-19 pneumonia, but also progressive macrophage activation syndrome.

Conclusions. Thus, the sequence of COVID-19 in patients with inborn errors of immunity can be either asymptomatic and mild or fatal, de-
pending on the type of immune disorders, the therapy received, and concomitant conditions. SARS-CoV-2 in immunocompromised individuals
requires close attention for timely diagnosis of life-threatening conditions.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.
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augemis COVID-19 oxommma pisni

BIKOBI KaTeropii JIOJICbKOI TOIyJIdILii

[1,2] Ta BrIMHYJIA HA CTaH IMYHOCKOM-
npoMeHToBaHuXx jaiten [3,4,6,10]. Ockinbku 3HaY-
Ha KiJIbKICTh JII0JIeH Y BCbOMY CBIiTi KMBE 3 BPOJIKe-
HOIO ab6o HabyTolo iMmyHocympeciero [6,12,15,17],
nepebir COVID-19 y ti€i kateropii ocib motpedye
MOCTIMHOTO BUBYEHHS Ta OHOBJIEHHS IIAXOIIB 10
JIIKYBaJIBHOI Ta TTPOMIIaKTUIHOT TAKTUKU.

Bpomkeni nomuiiku imysitety (BIIT) € pe3yib-
tarom monan 430 izenTngikoBaHUX TeHEeTHUYHUX
nedexTiB, 1Mo BIVIMBAIOTH MiHIMYM Ha OJUH KOM-
HOHEHT BPOJIKEHOTO ab0 a[anTHBHOTO iMYHITETY,
BUKJIUKAIOUN CIIPUNUHSATIUBICTD 0 CHEIUMITHUX
MaToreHiB, aBTOIMYHHI TIOPYIIIeHHd, aJjepriuyfi
MPOSIBY Ta CXUJIbHICTH /10 MaJsirHizarii [5,9,17,19].
VY mnanienris i3 BIII nepebir COVID-19 mosxe
BapiloBaTH BiJ OE3CUMIITOMHOIO /0 JeTaJbHUX
Haciakis [2,8,17]. ¥ pasi kombiHOBaHOTO iMyHO-
nedinuTy TSKKICT 3aXBOPIOBaHHSI Oy/I€ TIOCHITIO-
BaTHCS 4yepe3 MOPYIIeHHS KJIITUHHOTO IMYHITETYy
Ta BIpyCHOTO KOHTpPOJIO. J{oCi/iZKeHHs TOBOJSITD,
10 TAI[iEHTHU 3 IMYHOCYIIPECIEI0 CTAHOBJIATD I'PYy-
Iy PU3UKY TPUBAIOTO iH(MIKYBAHHS TSKKUM TO-
CTPUM PeCIipaTOPHUM CHHIPOMOM KOPOHaBipycCy
2 (SARS-CoV-2) [12].

PerpocniektuBHI  [OCHIIPKEHHS KOTOPTU  TIa-
IIEHTIB, gKi oTpuMyBasn crerudiune antu-CD20
JIIKyBaHHS, TOKa3yloTh, 10 BOHU MaJuW TipIIi
KJIIHIYHI pe3yJbraTd, y TOMY YMCJI CMEpPTHICTD,
Ha I0AATOK 10 JIOBIIOI TPUBAJIOCTI iH(EKIIil Ta BH-
Mol JacTtoTu pernuauBiB. [yMopanmbHUil iMyHITET,
IMOBIpHO, BijlirpaBaB 3HAUHY POJIb Y BiJIMOBI/II TO-
cnogapst Ha SARS-CoV Ha ocHOBI Kopeslii Mix
CTaTyCOM TIPUPOTHUX AHTUTLN Ta 3HWKEHUM PH-
3UKOM TIOBTOPHOTO 3apa’Ke€HHS i TepareBTUIHUM
e(eKTOM MOHOKJIOHAJIbHUX AHTUTIJI Yy CIIPUSH-
Hi BUBEJIEHHIO BipyCy Ha paHHIH cTafil iH(deKIrii.
151 pobOTa Y3rOAKYETHCS 3 IHITMMMU JOCJIIIKEHHS -
MU, SIKi IOBIZIOMUJIN TTPO TiJIBUIEHUI PUZUK TSIK-
kol indexii COVID-19 cepen ocib i3 gucpery.is-
1[i€10 TyMOpaJbHOl iMyHHOI Bifmnosizi [12].

[Ipore € noBigoMIeHHS, SIKi PI3HATHCS 32 CBOEIO
MTO3UIIIEIO 1 TOKA3YIOTh, 1110 HEMOBJIATA Ta MAIIEHTU
3 oc/jabJIeHUM IMYHITETOM He MalOTh IIiJIBUIIEHO-
TO PUBUKY TKKOTO 3axBopioBanus [8,17]. Takox
€ poboTH, IKi TTOKA3yI0Th, IO AITH 3 OCJa0IeHIM
iMyHiTeTOM XBopitoTh Ha TpuBami COVID-19
HevacTo, neperocatb COVID-19 manpouyn serko,
i yeknagaennd micast COVID-19  posBuBaoTbes
HabaraTo piziie, aje IOIIUPEHICTh 3HAYHO HUXK-
4ya, HiK Y TPyl IMyHOKOMIIETEHTHUX TAIli€HTIB.
Ha nymky aBTOpiB, NOTEHI[IHHUMU HPUYNHAMM
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BiZICYTHOCTI yCKJIa/IHEHb MOKe OyTH CTaH 3HYIKe-
HOTO IMYHITETY, 1[0 3aXUIIa€ BiJl Helipo3amnajeHHs
[15].

Ha ocHOBIi icHYIOUMX CyYaCHUX HAyKOBUX [la-
HUX, a TAKOXK 3BAKAIOUM HA Te, 10 maTodis3ionoriv-
Hi MexanisMu SARS-CoV-2 y niteit He 10cTaTHBO
BUBYEHI, HEMOKJIMBO MOBHICTIO TOSCHUTH HUXKYY
HOIIUPEHICTh 1 JIETIIHIT TTIepebir IbOro yCKJIa{HeHHS
cepen fiTell 3 ocmabIeHNM IMyHITETOM, OTIKe, TIPO-
61eMa IoTpedy€e MoAAIbIINX JocaiKens [15,17].

Mema nocnijzkeHHsT — TPOAHAII3yBaTH BapiaH-
i 1epebiry COVID-19 B iMyHOCKOMITPOMEHTO-
BaHUX TMAIlE€HTIB /id 1H(MOPMYBaHHA MeIUYHOI
CIIIJTBHOTU Ta aKIEHTYBaHHS yBaru Ha Il Mpo-
Gremi.

Kiniuni BUIagKu

Hageneno aBa kiiniuHi Bumaaku mnepebiry
COVID-19 y mamientiB i3 BIIIl. ¥ mepmomy Bu-
naky mepedir SARS-CoV-2 maB cripusiTInBUii 1e-
pebir, He3Ba)kaloyM Ha HasBHICTH KOMOIHOBAHOTO
iMyHOIebiTTUTY 3 JIIM(OIIEHIEI0 Ta TiTIOTaMMario-
OyJsiHeMi€o. Y Ipyromy BHIAJKY CIIOCTEPIiraBcst
pettuue COVID-19 y 3-piunoro xjomunka 3 BITI
3 neeKTOM IMYHHOI peTyJIsilii, y SKOT0 PO3BUHY-
Jlacs PeTUHOTIATIS 3 MaKyJISIPHOIO aTpodieto Ta ay-
TOIMYHHUM TEMATUTOM ITiCJIS IEPIIOTO eMMi30/y iH-
dexkii SARS-CoV-2. [loegnannsa Enmrreiin—bapp
BipycHoi iHdexkIii 3 HoBuM emizonom COVID-19
MPU3BEJIO /10 PO3BUTKY TSKKOTO Tillep3anajeHHs
3 O3HAKaMU CUH/POMY aKTHUBaIlii Makpodaris, 1110
3YMOBUJIO JIETAJIBHUI HACIIIJIOK.

HocuigkenHss BUKOHAHO BiAIOBIAHO 10 IIPHUH-
numniB lenbcinebkoi geksapanii. Ha nposenenss
JOCJIKEHb OTPUMAHO iH(MOPMOBaHY 3rojy 0OaTh-
KiB fiTeil.

Kminiyanii Bunanox 1

XJIOIMYUK, BIKOM 3 POKH, CIIOCTEPIra€TbCs
3 npuBoAy KOMOiHOBaHOTO imyHomedinuty i3
cuHapomMasbHuMu pucamu (cunzapom Hilimeren).
batpku 3BepHyMCh y 3B’A3KY 3 KOHTAKTYBaHHSIM
nutrau 3 xBopumu Ha COVID-19, 3 mpuBoy 4oro
XJIOTTIMKA TOCTII TA/TI30BaHO /10 iH(EKITIHHO-/[iarHo-
CTUYHOTO BiJliIeHHs 00JIaCHOI AUTSAYOI JIKapHi.
3 aHaMHe3y BiJIOMO, 10 B MaMu Ta 0abyci Bu-
aiero nposgsu COVID-19, gaxuii miarBepiske-
HO METOJIOM TI0JIIMEePa3HOol JIAHI[IOTOBOI peakilii
(IIVIP). 3 anamHe3y *XUTTS BiZIOMO, IO XJTOMYNK
HapOJ/KeHUN 3 gapuinamMu Mikpotiedamrii (OKpysK-
HicTh TONBKU — 27 cm). leHeTnyHuili aHamHe3
00TsIKEHUIL: [igych 1m0 GaThbKIBCHKIN JIHIT TOMED
Bi/l XpOHIUHOTO 3aXBOPIOBAHHS JIETEHD Y MOJIOJIOMY
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BIilli; TIpajli/[yCh IO MAaTePUHCHKIN JTiHII TOMep Bif
paky nuryHka. Hagasri ausmopdii: mikporiedadis,
Taxonoione 0o0JMYYs, 3MEHIIEHHST MO3KOBOI
YacTUHM 4epella, BUCTyIaloya cepeiHsl yacThHa
06sin4yst, 36iJIblIeH] BYIIHI PAKOBUHU, IMUPOKUI
HiC, HABHICTb IIJISTHKU TimonirmenTarrii. lenetuy-
HY JIarHOCTUKY MTPOBEIEHO B TPY MiCAIIi: y TIPOGaH-
nia BUsiBJIeHO myTaitiio 657del5 y romosuroranomy
crani (renorun 657del5/657del5), mo pano 3mo-
ry BepudikyBaTu aiarHo3 cunjapomy Hilimeres.
batbkn € TreTepo3UroTHUMU HOCIIMM  MYyTa-
mii 657del5. IIporgroM mepHioro poky KUTTS
BifiMivasiacs 3aTpuMKa (hi3MUHOTO, TICUXOMOTOP-
HOTO T2 MOBJIEGHHEBOTO PO3BUTKY. B aHami3i KpoBi
nepiognuno — anemig (98—108 /i), selikoneHis
(2,25x109/1), momipna Jimdornenist (2,0x109/1).
ImyHizario BigTepMiHOBaHO 3a OGaxkaHHSIM OaTb-
KiB, posnouyaty 3 18 MicsIliB, TpoTe HA MOMEHT
rocrmitamizamii XJIOMYUK MaB yci  000B’sI3KOBI
MIEeTJIEHHs, y TOMY YHCJi MPOTH ITHEBMOKOKO-
Boi iHdexiii (okpim skuBoi BakimuHu KIIK).
3 11-micauHOTO BiKY IMTHHA OTPUMYE 3aMiCHY Te-
parilo BHYTPIIIHbOBEHHUMK IMYHOIJIOOYIiHAMM
(BBIT). 3a yac crioctepeskeHHs BiJiMiYeHO J[Ba eTli-
30/I1 PeCIipaTOPHUX BiPYyCHUX iH(MEKITiH 3 JTeTKUM
niepebiroM, siki mpoiinm 6e3 yeKIaHeHb.

Ha momenT rocmitamnisarii maca tista — 14 Kr,
spict — 98 cM. Bumgumi camsoBi  000J0HKK
Ta IKipHi MOKpuBM 4ucTi. TeMieparypa Tija —
36,6°C. Karapasbhi asuina BijgcyTHi. [IJIP-tect 1o
SARS-CoV-19 — mnosutuBamit. Ha MomeHnT ro-
criiTasizallii mapamMeTpu 3araJbHOTO aHAi3y KPOBi
Taki: piBenb remorsiobiny — 101 r/m1, nefikorneHis
(2,06x109/1), momipna mgimcornenia (2,1x109/ix),
tpombGoruT (278x109/71), 4% manuIKOsIEPHUX
HeWTpodiiB, NMIBUIAKICTD OCIAHHS €PUTPOINTIB
(ITIOE) — 2 mm/rox. Y OGioximiunoMmy anami3i
KPOBI — BHUCOKI ITOKa3HUKH aaHiHaMiHoTpaHcde-
pasu (AJIT), acnaprataminorpancdepasu (ACT).
C-peaxtuBuuii nporein (CPII) nHe mnepesutrye
disiomoriuanx mokasHukiB (0,67 mg/l). 3nauen-
usg D-pumepa 0,24 ngFEU/ml. Ilokasuuku
KoaryjiorpamMu: mpoTpombiHoBuii yac — 14,8 c,
nporeHT porpombiny 3a Keikom — 70,9 ¢, Tpom-
oinoBuit yvac — 10,2 ¢, akTUBOBAHUII YACTKOBUIA
TpoMOboILTacTUHOBUI yac — 27,2 ¢, hibpuHoreH —
3,21/51, MixkHAPO/IHE HOPMAJTi30BaHe Bi/THOTIIEHHS —
1,35 c. /lutuni BBesieHO BHYTPINTHbOBEHHUI iMY-
HoryoOymiH y no3i 400 Mr/kr. Y moganbiiomy,
He3Bakaioun Ha nosutusHuil IIJIP-tect, sxoxnnx
kaiHiyHKX posgaBiB COVID-19 y xsomuuka He BU-
asyieHo. Moo, BuacHe BBeneHHst BBIT' y nep-
1ri 00U 3aXBOPIOBAHHS A0 3MOTY TIOTIEPEIUTH
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kainiyHi 1posiBu SARS-CoV-2 B iMyHOCKOMIIPO-
MEHTOBAHOTO TIAIlI€HTA.

Kainiunuii Bunazox 2

XJIOTTYHK, BIKOM 3 POKH 8 MicSIIiB, TOCTIiTai30-
BaHuii /10 gikapHi B ciuni 2022 poxy 3i ckapramu
Ha rapsiuky 39°C, HesKUTh, KallleJib, 3HUKEeHWH arre-
TUT, IPATiBJUBICTb.

3 aHaMHe3y BiIOMO, IO XJIOMMYKMK XBOPIB 5 /i
IO TocIiTaxizarlii, KoJu 3 SIBUJINCS BHIIe3a3Ha-
geHi ckapri. OTpUMYBaB JIiKyBaHHs aMOYJIaTOPHO
3 IPUBO/LY BipyCHOI iH(EKIIii, a TAKOK CUMITTOMA-
THYHEe JiKyBaHHsS Ta antubiotukorepamiio. Cran
He TOJIIITYBaBCcst, 3 MPUBOLY YOTO AUTHHA OyJa
rocuirtasizoBaHa.

3 aHaMHe3y JKUTTS BiJIOMO, 1110 XJIOMUUK BiJ|
Hecropigaeroro o0y, I BaritHocti, T moJoris.
Maca tina npu Hapokenni — 3080 r. [lennenms
MPOBEIEHO BiAMOBiAHO 110 Biky. Ha 11-106y micis
[IEPILIOTO IIEIJIEHHS BiJi KOPY, IapOTUTY, KPACHY-
xu (KIIK) y xsiormauka BUSIBJIEHO CUMIITOMU KOPY
(rapsiuka, BHUCHIIKA), 3 TPUBOAY YOTO HOTrO TO-
CITaJIiI30BaHO.

Ha nouatky Bepecust 2020 poky Tmicsst KOHTaK-
Ty 3 XBOPUMH YJIEHAMH POJMHU XJIOTTUUK TIepeHicC
COVID-19. Ilepebir 3axBopioBaHHs OYB JIETKIM,
CYTIPOBOJ/IKYBABCs  KalllJleM IIPOTSATOM  KiJIBKOX
ni6. TIpore 3a kimbka mi6 micas COVID-19 mama
Bi/IMiTWJIA IIBHUJIKE IIpOTpecytoue IOripIIeHHs
30py B JIMTUHMU, QK /IO MIOBHOI CINOTH. XJIOIMYNKA
00CTeEHO 3 I[OTO TPUBOY B KUIBKOX KJiHIKAX,
MIPOBEZIEHO  MAarHiTHO-PE30HAHCHY ToMoTrpadiio
TOJIOBHOTO MO3KY. /[[iarHOCTOBaHO PETUHOIATIIO,
BTOPDUHHY  MaKyJOAUCTPO(dilo  He3 sIcOBAHOTO
reresy. Ha MoMeHT rocmitamizaitii B JucTOTamIl
2020 poky 11 YTOYHEHHSI J/iarHO3y BUSIBJIECHO
rOCTpUi JIIBOOIYHUIT CepeiHiil OTUT, KaHIWUI03
CJIM30BUX POTOBOI IMOPOXKHUHU Ta Ii/IBUIEHHSI
piBas Tpancaminas: ACT — no 228,6 on/a, AJIT —
no 566,5 oxn/n ta makrarnaeriaporenasu (JI/AT) —
no 376,6 ox/n (HopMasbHi 3HAYEHHS 3a3HAYEHO
B tabsmii). [Tokazauku 6iyipy6iny, nysKHOI (oc-
(batasu, ampOyMiHy, ramMMariayTamijTpaHchepasn
(TTT) 6ysn B Mexkax HOpMHU. BusHaueHo Jieiiko-
muto3 — 15,7x109/1. TpomboruTH, MOKa3HUKN
Koarysiorpamu OyJin B Meskax Hopmu. [IpoBenero
00CTeKeHHS 171 BUKJIIOYEHHS BIDYCHUX IelaTUTIB
B, C, muromerasnosipycnoi indexkiii, Enmreiin—
Bapp BipycHoi iH(exIii, TokcommazMosy, Kpac-
nyxu, BIJI-indexmii. Auturiaa IgM i/a6o 1gG no
BKazaHux 30y[HUKIB OyJU HEraTHBHUMHU, OKPIM
AHTUTIN 10 KpacHyXu (BUCOKUi TuTp anTuTia 1gG
JI0 KpacHyxXm), IO MOTJIO BKa3yBaTH SK Ha Iepe-
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HeceHy KpacHyXy, Tak i Ha HasBHICTb I1OCTBAKIIU-
HAJIbHUX aHTHUTIJI.

Bpaxosytoun possutok kopy micias KITK-Bak-
IIMHAINT Ta HasgBHI O3HAKW ypaKeHHS MeUiHKN
i1 TIOMIpHI MPOSIBU KaHAUI03Y, 3aliJI03PEHO BPO-
JUKeHy ratoJiorito, y Tomy uncyi BITI. 3a pesysib-
TaTaMu iIMyHOJIOTIYHOTO OOCTEKEHHST He BUSIBJIEHO
CYTTEBUX BiIXUJEHb, OKPIM HE3HAYHO Tij[BUIIE-
noro piBusa IgG no 19,9 r/a. Ilpu cexBenyBanHi
ekzoMy (WES) BusBneno myrariio B AIRE-reni,
ITi/ITBEP/UKEHY 1 ITPU CeKBEHYBaHHI TeHa, 110 BKa3y-
BaJI0 HA HASIBHICTh aBTOIMYHHOI IOJIi€H/IOKPUHO-
natii 3 KaHAMI030M Ta €K/10/lepMaJIbHOIO0 JUCTPO-
diero (APECED). Cepen mapkepiB aBTOIMYHHOTO
reraTuTy MO3UTUBHUM OyB JIUIIE [UTO30JbHUIA
anturen nedinku (LC-1, anturen IgG).

3a pe3yjabraTaMu IOAJIBIIOTO OOCTEKEHHS
JIIarHOCTOBAHO aBTOIMYHHUI Tenatut, opoda-
pUHTeAJbHUI KaHaua03. XJIONUMKY IpU3Haye-
HO a3aTioNpuH, TJIOKOKOPTUKOIAN TIEPOPATHHO
3 TOCTYIIOBUM 3HIKEHHSM JI03W 1 TOJAJBIIOI0
BiZIMIHOIO, TPOTUIPUOKOBY Tepaliio, Mpemnapa-
TH KajbIlito, Bitamia D. Ha Tui JikyBaHHS piBeHb
TpaHcaMiHa3 HOpMaJsidyBaBcs. [TIIOKOKOPTUKOIAN
BiZIMiHEHO, ajie MPOJOBKEHO 3aCTOCYBaHHA a3aTio-
MIPUHY.

Ha moMeHT rocmiTasisaiiii 10 crarionapy B ciu-
Hi 2022 poky cran quTUHU TSKKUR. Maca Tina —
15 kr, 3pict — 94 cm. JluTuHa B’siyia, IpaTiBanBa.
Hesnaunuii Habpsik Ha 00JIMYYi, TPINUHK HA Ty-
6ax. 3iB rinepemiiioBanuii. Yacrora cepueBux
ckopoyerb — 130 3a xBusuny. Yacrora iuxanusg —
26 3a xBusmHy. Carypaiisi kucHio — 96-98%.
Y Jerensix — BesuKyJgapHe auxadHHs. [ledinka
BUCTYIIA€ HAa 2 CM 3-TiJ Kpaio TpaBoi pebepHOi
JIyTH, ceJie3iHKa — 10 Kpalo JIiBoi peGepHoi IyTH.

[TJTP-tect Ha COVID-19 — neratusuuii. Y 3a-
raJbHOMY aHaJIi31 KPOBi HA MOMEHT TOCITiTaTi3arii —
netikortenis (3,36x109/m), momipHa mgimdornenis
(1,49%109/m),  tpomborutoneniss  (83x109/i),
BUpakenuii 3cyB Gopmyau BiiBo (33% manny-
KosijiepHux HeiTpodini), mpuckopenus I[MIOE
1o 22 mMm/roxa. Y 6ioxiMiyHOMY aHasi3i KpoBi —
rirmornporeinemisi, rimoanbOyMiHeMisi, BUCOKI I10-
kasauku AJIT, ACT, I'TT, JIATI, rinepbinipy6i-
HeMisl 3a PaxyHOK TIPSIMOTo OimipyGiHy Ta 3HUIKe-
HUii piBeHb Kasbilito (tabs.). CPII migsumieHwii
(50,3 mg/l), a TOKa3HUK TPOKAJBIUTOHIHY —
y #opmi (0,13 ng/ml). Bucokuii nmokasuuk depuru-
Hy (1297 ur/mur). Ha pentrenorpami opratis rpy/i-
HOT KJTiTKH Bijt 24.01.2022 6Ge3 maToIoriYHuX 3MiH.

BpaxoBytoun  Heratuauii  IIJIP-tect Ha
COVID-19, nposezmeHo 0OCTeKEHHS sl BUSB-
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JIEHHS 1HIMX (DaKTOPiB TEMAaTUTY, OCKIIBKYA 3MiHU
BUABJICHO Ha TJIi JIKyBaHHS a3aTionpuHoMm. Map-
kepu remmatutiB B i C (HBsAg, anti HCV IgM) —
HeraTuBHi. [Ipore BiMiueHO BUCOKUII TUTP aH-
tutin kaacy IgM no Bipycy Emmreiina—bapp
(55,68) mnpu HOpMmanbHOMY mOKazHuKy IgG
no Bipycy Emmreitna—Bapp — 3,66 (reference —
<9). Ha uerBepry n06y rocmitamizaiiii (9-ta moba
BiJl TIOYATKy CHUMIITOMIB) OTPUMAHO TO3UTUBHUI
pesyawrat cepoJiorii Ha COVID-19: IgM+IgA an-
tutinano SARS-CoV-2 nosurtusHi (64,38; Hopma —
6—8) i nosutusaMil [IJIP-Tect Ha COVID-19.

Ha tani mpusHaueHOro CHUMITOMATUYHOTO
JIKyBaHHS 1 aHTUOIOTUKOTepalii craH HalieHTa
He moJrinimyBaBcs. /J[utnHa mpooBKyBajia rapsd-
KyBaTH. 3’ABUJINCS TPOSIBU OPAJIBHOTO KAH/M/103Y.
Hapocrana renarocryienomerasis (redinka +4 cw,
cesesdinka +2 cm). Carypailid KUCHIO 3HU3UJIACS
no 90-92%. BpaxoByioun BiICyTHICTh MO3UTUB-
HOI JIMHAMiKM Ta HapOCTaHHS CUMIITOMATHUKH,
JAUTHHY Ha 5-Ty H00Yy MepeBeleHo 0 BiliIeHHs
iHTeHcuBHOI Teparii. IlpmaHaueno kucuerepa-
niro, BBIT y 7031 2 r/kr, myJIbc-Tepariio cojyme-
aposiom (10 Mr/Kr), Kpioriasmy, IpOTUTPUOKOBY
Tepariio.

Hessaxkaouu Ha 1poBe/ieHe JIiKyBaHHS, He3Hay-
HY TIO3UTHBHY JIMHAMIKY BiAMiueHO Jiuie 3 GOKyY
okpemMnx GioxiMiunux mokasuukiB (6imipybimy,
AJIT, ACT) i neBHUX TOKa3HUKIB KOATyJOTPamMu
(tabun.). TIpore Hapocrana aHemisi, TPOMOOIMTO-
nenid, jeiikonenig i mimbonenisa, IIOE, yrpu-
MmyBasacst TinogibputoreHemis. Ha moBTopHiil
pEHTreHorpaMi OpraHiB TPYMHOI KJIITKU — KapTH-
Ha /1BOOIUHOI mosricerMeHTapHoi mHeBMOHiI. [Ipa-
BOOIYHUI eKCyJaTUBHUI TIJIEBPUT. Y JIKyBaHHI
3MiIHEHO aHTHUOIOTMKOTEpaliilo Ha MepOIeHeM,
MPU3HAYEHO [I0/IATKOBO Kpioriasmy. XJOom4nKa
nepeBe/leH0 Ha IMTYYHY BEHTHUJSAIIIO JieTeHb, ajie
HapoCTaloya MoJiopranHa HeJIOCTATHICTD TPU3BesIa
710 CMepTi IUTUHHU.

O6roBopeHHst

Hagemeno aBa BUIAAKK pisHOrO mepebiry
COVID-19 y mnariieHTiB i3 NMepBUHHUMHU IMYHO-
nedinyuramMu, K JIETKOTO, 0e3CHMMITOMHOIO, Tak
I TSUKKOTO, 3 JIETATbHUM HACJIIKOM. ¥ TIEepIIoMY
BUNAJKY B IUTUHM i3 cuHApoMoM HilimereH, He-
3Baykaroun Ha JiMmdorneniio, nepedbir SARS-CoV-2
6yB 0E3CHMIITOMHHUM, 10 MOKe OyTH IOB’si3a-
HO 3 PEryJsipHUM BBEAEHHSAM iMYHOIJIOOYJIiHY 3
3aMiCHOIO METO10. Y JIeSIKUX JiKepeJiax JiTepaTypu
TakoK onucano Jerkuii mepebir COVID-19 y ma-
IIIEHTIB i3 eheKTaMu aHTUTIJIOYTBOPEHHS, SIKi OT-
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Tabauys
BioxiMiuHi noka3Huku B nauieHta 3 APECED
OaTta

flokasHuk 26.01 28.01 29.01 31.01 Hopma
CPTI1, mr/n 50,3 — 42,9 - <5
Binok, r/n 53 45 50 65 60-83
ANbOYMIH, I/ 25,6 23,8 26,1 35-52
BinipybiH 3aranbHU, MKMOb/ 38,3 96,5 77,9 46,8 <21
BinipybiH NPAMNNA, MKMOSb/ 377 93,9 55 30,7 <54
AT, ono/n 245 197 168 151 <37
ACT, on/n 495 930 256 247 <40
DA og/n 1474 1588 1214 120-300
[T, on/n 101 104 127 <55
Toumiuepnan, MMOonb/n 3,28 3,93 <1,71
DEPUTNH, HIF/MN 1297 22-350
Kanbuit, MMOnb/N 2,04 1,91 167 2,15-2.60
KpeaTuHiH, MKMOnb/N 33 32 43,4 49 70-100

pUMYyBaJIU 3aMiCHY Tepalliio BHYTPilIHbOBEHHUMU
a6o miamkipHuMu imyHorso0yrinamu [8,17].

OcobMBiCTh  PYTrOro  BUIAAKY  IOJISITAJA
B noBTopHOMY emnizoni COVID-19 B imyHOoCKOM-
npomentoBanoi autunu 3 APECED. Ileprmmit
emizom COVID-19 y Bepecni 2020 poxy wMmaB
JIETKUil 1epebir, mpoTe Mpu3BiB 0 MaHidecTarii
cuMnToMiB iMmyHozedinuty. Hagsui cummnromu
(peTuHOIIATIS, TETaTUT ), OKPIM TOMIPHOTO KaH/IH-
J103y CIM30BUX, HE BXOJATH JI0 TPiafi KJIACUUHUX
cumntoMiB APECED, xoua mopsj i3 peaxiti€eio
Ha JKMBY BaKIMHY /IaJTH 3MOTY 3aITiI03PUTH iIMyHO-
nediturT.

IMyHOCyIIpecuBHa Tepallisi crpusiia crabiisa-
il 3 OOKy TemaTuTy, IpoTe OYHA CUMITOMATHUKA
Oyna 6e3 TMO3UTHBHOI auHaMiku. JIpyruii emizon
COVID-19 Binmivascs B ciuni 2022 poky (iMoBip-
HO OMiKpOH-BapiaHT). [Tepebir OyB i3 TpHUBAJIOIO ra-
PSIYKOIO TIPOTSATOM 2 THIKHIB, sIKa OyJIa pe3rCTeHT-
HOIO 10 JIIKyBaHHS, 3 IIPOrPeCyioyoio IUTOTEeHIE0
(TpoMborTOoIeHi€0, aHeMi€lo, JiMQOIEHI€),
rinonporeinemieio, TinoanbOyMiHeMi€0, O3HaKa-
MU aKTUBHOTO Temnatuty (rinepOimipybinemis 3a
pPaxyHOK mpAMOl (paxiiii, CUHIAPOM ITUTOJI3Y),
rinepgepuTuHeMi€IO, MiABUIIEHUM PiBHEM TPUTJIi-
LePU/IiB; KOAryJIonaTi€io 3 HU3bKUM piBHeM (ibpu-
noreny. COVID-19 Bpasocst miaTBepauTH Jiniie
Ha 9-Ty 1006y Bijl TOYATKy CUMIITOMIB. Y MOAAJIBIIO-
My TIPUETHATNCI O3HAKU ITHEBMOHII, TiATBEPIKE-
HOI PEHTTEHOJIOTIYHO.

[Ile oxHa 0COOIMBICTD IIHOTO BUIIAJKY TTOJISITAE
B HasSIBHOCTI MiKcT-iHMeKIiT — nopsy i3 COVID-19
BUSBJIEHO aKTuUBHY Emmrelin—bapp BipycHy in-
dexmito (mo3utuBHI anTUTIA IgM), mpudyomy
BincytHicTh [gG no Bipycy Enmreitn—bapp moxe
BKa3yBaTH Ha IlepBUHHE iH(iKyBaHH:, 110 BILIU-
Hyjo #Ha nepebir COVID-19 i crano tpurepom
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rinep3anajeHHs i po3BUTKY CUHPOMY aKTHUBaIlil
Makpodaris.

3aranom COVID-19 y mamientis 3 APECED
Ma€ TSKKMIL mepebir, 110 3yMOBJIEHO HasBHICTIO
aHTUTII 10 iHTepdepony I Tuiy B TaKUX MAIli€HTIB,
110 MiATBEP/’KEHO HU3KOI0 HEeLoJaBHIX J0CJIi-
JukeHb [2,11,14]. ¥ wisomy anTuTiza g0 inTepde-
pory I Tumy BIUIMBaIOTH i Ha TSKKICTh 1epediry
COVID-19 3aranom y motmyJisilii Ta CHPpUYUHSIIOTH
6/m3bK0 20% cmepreit Bix COVID-19 [1].

[TpuyrHOO cMePTi B bOMY BHUIAAKY OyJsa He
TiJibKM 1HeBMOHis1, o6ymosiena COVID-19, ase
11 TTPOTpecyIoUnii CMHAPOM aKTUBaIlii Makpoaris.
[et cunapOM XapaKTepPU3y€eTHCS TapSIKOI0, Tera-
ToctuieHoMeramieto, Bucokum pisaem CPII i dbepu-
THHY, IUTOIIeHi€10 1 Koarysonarieto [16]. Tepminy
«CHHJIPOM aKTHBaIlil MakpodariB», SKUil dacTilie
B’KUBAIOTh Yy PEBMATOJIOTI] MIOA0 YCKJIAJHEHb CH-
CTEeMHOTO BapiaHTa IOBEHLIBHOTO i[iONMAaTUYHOTO
apTPUTY, TAKOXK BIJITIOBIZIA€ TEPMiH «TeMOMaroIm-
tapuuil Jimdoricrionuross. [Ipore Ha choroaHi
O/THAKOBO YaCTO BKUBAIOTHb OOWIBA TEPMiHU JIJIST
MIO3HAYEHHSI <I[UTOKIHOBOTO IITOPMY», IIOB’s3a-
voro 3 COVID-19. Haftyactimmumu Ttpurepamu
CUHJIpOMY aKTuBailii Makpodaris (remodaroim-
TapHOTO JIiM(OTICTIONUTO3Y ) € BipyCH, CePeJT TKUX
nepuie Mmiciie nocizae Bipyc Enmreiina—bapp, a
notiMm — 1uroMerasnosipyc [16]. Tlutanns rinep-
3arajeHHs], <IIMTOKIHOBOTO IITOPMY», CUHPOMY
akTuBallii Mmakpodaris (remoharoruTapHOTO JIiM-
doricrionurosy) HaOyJI0 3HAYHOI AKTYaJbHOCTI
mig vac COVID-19 nangemii.

Cunzpom akTuBallii Makpodaris (remodaroru-
TapHUM JTiMQOTICTIONNUTO3) MOKEe 3yCTpiyaTuCh i
B namientiB 3 BIII, 3okpema, nnpu XpoHiuHiii rpa-
HyJIeMaTo3Hiil xBopoOi, cunapomi [li-/lsxopmxi,
TSUKKUX KOMOIHOBaHUX iMyHOzedimrax, XBopooi
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bpyTtona, aBTroimyHHOMY TIpoJiichepaTUBHOMY CHUH-
npomi [9], Ta 3yMOBJIIOBATH TSKKUI, CMEPTETHHO
Hebe3neuHuit mepebir indekiii.

OueBuaHO, y HaBeIEHOMY BUTIAJKY HASBHICTD
aBTOAHTUTIN /10 iHTepdepony I Tumy mano smory
«IIpOpBaTU» IepILy JIHII0 3aXUCTy [POTUBIPYC-
HOTO IMYHITETY, 1110 TPU3BEJIO JI0 PO3BUTKY JAPYTOI
XBUJII MaCUBHOI IUTOKIHOBOI BiINIOBI/Ii 3 PO3BUT-
KOM CHCTEMHOTO Tinep3anaieHHs.

CuMmnTOMU B 3a3HAYEHOTO TAIIEHTA TIOBHICTIO
Bi/IIIOBI/IA0TH KPUTEPISIM CUHIPOMY aKTHUBAIlii Ma-
kpodaris (2016) [18] i remodarouTapHoro Jjim-
doricrionurosy (2004) [7]. Y narienta BiamiueHO
5 i3 8 kpurepiiB remodaronurapuoro Jgimboricrio-
1uto3y (2004): kriniuHi 03HAKY (TapsTIKa, CIIeHO-
MeraJisi); MATOIEHIsT 3 yPaKeHHIM IOHAWMEeHIIe
2 mapoctkiB (remorsiobin — <90 r/m, Tpombo-
nurorenis — <100x109/n); migBuiieHuii piBeHb
TpUrIiepuais; rinodidpuHoreneMis ta rinepde-
pututeMmisg. Cepesi KPUTEPIIB CUHAPOMY aKTHUBAILil
MakpodariB crocTepirajyn Tapsguky, Tinmepdepu-
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