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PE3IOME

AxTyanbHicTb. BpompkeHun imyHogediumnT — Le rpyna, ska Hanivye noHag 550 pigkic-
HMX FrEHETUYHMX 3aXBOPIOBaHb, LLIO XapaKTepU3yrTbCs 3HMKEHO abo BiACYTHBO pe-
3UCTEHTHICTIO A0 iH(PeKUinHMX hakTopiB i3 3amyyYaHHAM YCiX NAHOK iIMYHHOI cuctemu.
3a gaHnmm €sponericbkoi acouiauii imyHonoris 70—90% XBOpUX Ha BPOAXKEHi iMyHoae-
PiLUTM 3annLLIaKOTLCSA HEAiarHOCTOBaHUMMU.

Meta po60oTu — HagaTh xapakTepucTuKy ocobnmsocTer nepebiry BpoaXeHoro imyHoae-
DILUTY Y AUTUHN TPYSHOTO BiKY.

Marepianu Ta meToau. BukopuctaHo cucTeMHuii aHania gaHux ictopii xsopobu. Mpo-
BEOEHO aHarni3 HayKoBux nmybnikaui 3 noganbLIO CMCTEMaTU3aUielo Ta y3ararnbHeH-
HSIM OTPUMaHOT iHbopMaLlii LLIOAO KIiHIYHOrO BUNaAKYy.

Pesyniratu Ta ix o6roBopeHHs. HaBefeHo intocTpoBaHi AaHi icTopii XBopoou AUTUHU TPOX
MicsiLiB, LLO Hadinwna A0 KoMyHanbHOro HeKOMepLiHOrO MignpueMcTBa XapKiBCbkoi obrac-
Hoi pagu «ObrnacHa auTaya KniHivHa MikapHs» B YPreHTHOMY NOpPsiZKY 3 03HaKaMu XipypridHoi
narororii — roctpa o6TypaLiiHa KuLIKOBa HenpoxiaHicTb. MNepdhopaLis kuwevHuka. KniHivyHa
KapTHa 3axBOPIOBAHHS, Pe3yrnbraTi MaToriCTONOr4YHOro JOCHMKEHHS, 3MiHWU B iMyHOrpami,
BiACYTHICTb edpekTy Bif npoBeaeHHs KOMBIHOBaHMX MOBTOPHUX KYpCiB aHTUOaKTepianbHoi Te-
panii Ta iMyHo3aMicHOI Tepanii O3BONWIIO KOHCTaTyBaTV Y ANTUHW BPOMKEHUI iMyHOAEILIUT.
3a yac nepebyBaHHsi AUTUHA NepeHecna M'ATb ONepaTUBHNX BTPYYaHb, LLIO Manu YCKIagHEHW
nepe6ir. IleTanbHWi pesynsTaT 3yMOBIEHWI MPOrpecyBaHHsIM MOiopraHHoi HeOCTaTHOCTi.
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AAS UMTYBAHHS:

BucHoBku. KniHi4HWI BUNagok BPOMKEHOro iMyHoAedILUnUTY Y AUTUHN rPYAHOrO BiKy Ae-
MOHCTpye ocobnunBocTi nepebiry 3axBoptoBaHHSA Ta TPYOHOLLi ioro AndepeHLianbHOT
piarHocTukv. MaHidecTauis imyHogediumnTy nos’a3aHa 3 XipypriyHot naTonorieto, Bia-
CYTHICTb BigNOBIAi Ha aHTMbakTepianbHy Tepanito 4O3BONUNN 3anigo3pUTU BPOSKEHUN
iMyHoaediunT | NpoBecTw BIiAMNOBIAHI NikyBanbHi 3axoau. Ane obTseHWn npemopbia-
HUIN OOH, BiK, TSXKKICTb XipypriYHOi naTonorii CNpusanyu po3BUTKY NOMiopraHHoi HegocTar-
HOCTI, sIka 1 cTana NPUYNHOI0 NEeTanbHOro BUNaakKy.
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ABSTRACT

Background. Primary immunodeficiency is a group of more than 550 rare genetic
diseases characterized by reduced or absent resistance to infectious agents involving all
parts of the immune system. According to the European Association of Immunologists,
70-90% of patients with PID remain undiagnosed.

Purpose — to describe the features of the course of primary immunodeficiency in infants.
Materials and Methods. The study employed a systematic analysis of medical history
data. A review of relevant scientific literature was conducted, followed by systematization
and synthesis of information related to the clinical case.

Results. lllustrated data of the medical history of a 3-month-old child who was urgently
admitted to the pediatric hospital with signs of surgical pathology (Acute obturative
intestinal obstruction. Intestinal perforation.) primary were diagnosed. The clinical signs
of the disease, the results of histopathological examination, changes in the immunogram,
as well as the presence of a multidrug-resistant flora in the abdominal cavity contents,
pure effect from combined antibacterial therapy courses and immunoreplacement
therapy allowed us to confirm primary immunodeficiency. While being in the hospital, the
child underwent five surgical interventions, which had a complicated course. The fatal
outcome caused by the progression of multiple organ failure.

Conclusions. A clinical case of primary immunodeficiency in an infant demonstrates the
peculiarities of the course of the disease and the difficulties of its differential diagnosis. The
manifestation of immunodeficiency is associated with surgical pathology. The absence
of antibacterial therapy response allowed us to suspect primary immunodeficiency
and implement appropriate treatment measures. However, the burdened premorbid
background, age, and severity of surgical pathology contributed to the development of
multiple organ failure, which was the cause of the child’s death.

Muratov GR, Popov MM, Volobuieva OV, Frolova TV, Savvo OM, Karpushenko YuV, Pashchenko KYu, Soloviova AG.
Clinical case of the infant with primary immunodeficiency. The journal of V.N. Karazin Kharkiv National University.
Series Medicine. 2025;33(2(53)):280-290. DOI: https://doi.org/10.26565/2313-6693-2025-53-10

BCTYN

BpomxeHun imyHopediumT (BIA) — ue rpyna, wwo Ha-

INTRODUCTION

Primary immunodeficiency (PID) is agroup of

nivye Ginblwe 550 pigKiCHUX FEHETUYHMX 3axBOpPHOBaHb
(555 moHoreHHux Ta 17 dpeHokoni, 3 BapiaHTaMu MyTa-
uin y 504 reHax), siKi iHofji Ha3MBalOTb «BPOOXKEHI MOMUITKU
IMYHITETY», Ta XapaKTepuayloTbCA 3HKEHOO abo BiacyT-
HbOIO CNPUNHATAMBICTIO A0 iH(PEKLiNHUX hakTopis i3 3a-
nyYaHHAM BCiX NaHOK iMyHHOI cuctemu. 3a faHumm €Bpo-
nencekoi acouiauii imyHonorie GinbLue 6 MinbIAOHIB Noaen
B CBITi (B cepeaHbomy, 1:10 000) cTpaxgatotb Ha BI, ce-
pen Hux 70-90% 3anuiiatoTbes HegiarHoctoBaHumm [1, 2].

OcHoBHoW npuynHoto BI € reHeTnyHi myTauii, ki
He 3anexartb Bif BiKy, CTaTi, €THI4HOI rpynu. IcHye aBa
OCHOBHWX TUNK ycnagkyBaHHa Bl — aytocomHo — pe-
LecuMBHUN Ta X — 34enneHnn peuecusHuin [3, 4]. B nep-
Wi micaui xmntta auntuHa 3 BI[ € BigHOCHO 3axulieHoto
LMPKYITIOYUMN  MATEPUHCBKUMN  @HTUTINAMK i KMiHIYHI
nposiBM YacTo BiACYTHi. [oynHatoum 3 TpeTboro Mmicsaus

more than 550 rare genetic disorders (including 555
monogenic forms and 17 phenocopies, with mutations
identified in 504 genes), sometimes referred to as
«inborn errors of immunity». These conditions are
characterized by reduced or absent resistance to
infectious agents due to involvement of all components of
the immune system. According to the European Society
for Immunodeficiencies, more than 6 million people
worldwide (on average, 1 in 10.000) are affected by PID,
with 70—90% of them remaining undiagnosed [1, 2].

The primary cause of PID is genetic mutations that are
not dependent on age, sex, or ethnic origin. There are two
main inheritance patterns of PID: autosomal recessive
and X-linked recessive [3, 4]. During the first months of
life, a child with PID is relatively protected by circulating
maternal antibodies, and clinical manifestations are

Bunagok i3 npakTukum

281

A case from practice


mailto:Aleshamed3@gmail.com

BicHuKk XapkiBCbKOro HaLjioHanbLHOro yHiBepcuteTy imeHi B.H. KapasiHa.

Cepia Megnumna. 2025. T. 33 Ne 2(53). C. 280-290
The Journal of V.N. Karazin Kharkiv National University.
Series Medicine. 2025;33(2(53)):280-290

ISSN 2313-2396 (Online)
ISSN 2313-6693 (Print)

XWUTTS KINbKICTb MaTEPUHCLKUX aHTUTIN CYTTEBO 3HMXKY-
€TbCS, AUTMHA NOYMHAE KOHTaKTYBaTU 3 OTOYYHYUM CBi-
TOM Ta iHdpeKuiiHuMy 30yaHukamu [5]. B uen yac 3'sens-
HOTbCSA KMiHiYHI NposiBu BIO — peungmnsytodi, nepcUcTytoui,
3 MnABUM nepebirom iHEKLiNHI ypaKeHHS, BUKITUKaHi
YMOBHO-NATOreHHUMN abo OMOPTYHICTUYHUMU MIKPOOP-
raHiamamu, 3 pi3HOMaHITHOK NoKani3auielo — ronoBHUN
Ta CNUHHUIA MO30K, LUKipa, BEPXHI AMXanbHi WIaxu, ne-
reHi, LWYyHKOBO-KMLLKOBUWI TPAKT, CEYOBUAINbHA cuctema.
Baxnusumu mapkepamu Bl BBaxkatoTbCsi 3MiHWN 3 BOKY
cernesiHku, NeviHky, nimgatnyHmx By3nis, abo Backyrity,
ayTOiMyHHI i ayTo3ananbHi cuHapomu [6, 7]. Baxnmemumu
Kputepiamu giarHody ansa Bcix dopm BI[ € rinonnasis
NiMOIAHOT TKaHWMHK, 3HWXKEHHS BMICTY B nepudepuy-
Hi KpoBi pi3Hux TUNiB nimdoumTie (T-, B — knituH, MK)
Ta ix cybnonynsuin, piBHA CMPOBATKOBMX iMYHOrNooby-
NiHIB, pPaHHI NMOYaToK Ta TsKKMIM nepebir iHdeKuinHoro
npouecy [8, 9].

MocTinHO 3pocTatoymmn cnekTp KniHiYHnx nposisis BIM,
niKyBaHHsS1 NEBHOT cUCTEMM abO CUMMNTOMATUYHE FiKyBaH-
Hs1 ©6e3 3’sicyBaHHsi OCHOBHOI NPUYMHU, MOXYTb MPU3BECTU
[0 NOripLUeHHs CTaHy nauieHTa, po3BUTKY yCKNagHeHb Ta
matu cpataneHi Hacnigku [10].

MeTta po60TK — HagaTV XapakTepPUCTUKy ocobrnmeoc-
Tew nepebiry BPOAXKEeHOro iMyHoaediunTy y AUTUHY rpya-
HOrO BIKY.

MATEPIAAU TA METOAU AOCAIAXEHHSA

Y po6oTi BUKOPUCTAHO CUCTEMHUI aHani3 AaHux ic-
Topii xBopobu. NpoBeaeHO aHani3 HaykoBux nyo6nikauin
3 noganbLlIo CUCTEMAaTU3aLierd Ta y3aranbHEeHHSM OT-
pyMaHoi iHdopMaLii Woao KiHiYHOro BUMNaAKy.

MeToamkn 06CTeXeHHs Ta NiKyBanbHO-AiarHOCTUYHI 3a-
XO[M, BUKOPUCTaHI B NpeACTaBneHoMy KniHiYHOMY BUNaaKYy,
Oynu cxBaneHi KoMicieto 3 NuTaHb BiomeanyHoi eTukm Xap-
KIBCbKOro HaLioHanbLHoro yHisepcutety imeHi B.H. KapasiHa
MinictepcTtBa ocBiTy i Haykn YkpaiHu (Mpotokon Ne 3/3 Big
13.12.2023 p.) Ta NpoBeaeHi 3 MMCbMOBOI 3rofoK0 OaThkiB
OVUTUHW | BIONOBIAHO 4O NPMHLMNIB GIOETUKM 3 JOTPUMaHHSAM
npaB noanhn (MenbciHcbka aeknapadis «ETuyni npyHumnm
MEOMYHUX OOCHiMKeHb 3a y4yacTio ntofen» Ta «3aranbHa
Aeknapauis npo 6ioeTuky Ta npasa nogmHn (KOHECKO) ta
BiANOBIOHO 4O YMHHOTO 3aKoHO4ABCTBA YKpaiHu.

PE3YABTATMU TA iX OBrOBOPEHHS

[OunTuHa (xnonuyuk) TPbOX MicAUiB, AOCTaBleHUi
3 gomy Gpuragoto mawmHu weuakoi gonomoru (MLUMO)
00 BiggineHHs aHecTesionorii Ta iHTeHCMBHOI Tepanii Ko-
MYHarbHOro HEKOMepLMHOro NignpueMcTBa XapkiBCbKOT
obnacHoi pagn «ObGnacHa AuTaAYa KhiHiYHA nikapHa»
05.10.2024 0 20.15. 3i ckapramu Ha BiOCYTHICTb BMMO-
POXHeHb, 30inbLUeHH:A 06’eMy XMBOTa, HECMOKIN, Lo Tpu-
Banu 6GnmM3bKO YOTUPHAALSATU FOOUH.

3 aHamHe3y BigoMmo: AnTMHA Big CbOMOI BariTHOCTI,
LWIOCTMX Pi3ioNoriYyHNX MOMoriB y TepMiHi TpUAUSATb CiM
TWXHIiB. [onepeaHi BariTHOCTI — TP CMOHTAHHUX abopTu
Ha paHHIX TepMiHax, OBOE YXMBOHAPOMXKEHUX OiTEN, LLO
nomMepnun y rpyaAHoMY Billi, OAHa AUTUHA (QiBYMHKA) MATU
pokis, 3goposa. [pu HapoaxeHHi maca Tina 2150 r., foB-
XWHa Tina 48 cMm., ouiHka 3a wkanoto Anrap 7-8 Ganis.
[OnTuHa He wenneHa.

often absent. Beginning around the third month of life,
the concentration of maternal antibodies decreases
significantly, and the infant begins to interact with the
environment and infectious agents [5]. At this stage,
clinical signs of PID may appear—recurrent, persistent,
sluggish infections caused by conditionally pathogenic or
opportunistic microorganisms, affecting various systems
including the brain and spinal cord, skin, upper respiratory
tract, lungs, gastrointestinal tract, and urinary system.
Key markers of PID include alterations in the spleen, liver,
and lymph nodes, as well as the presence of vasculitis,
autoimmune, or autoinflammatory syndromes [6, 7].
Critical diagnostic criteria for all forms of PID are lymphoid
tissue hypoplasia, decreased levels of T, B, and NK cells
and their subpopulations in peripheral blood, low serum
immunoglobulin levels, early disease onset, and a severe
course of infectious processes [8, 9].

The constantly expanding spectrum of PID
manifestations, along with system-targeted or symptomatic
treatment without identification of the underlying cause,
may lead to deterioration in the patient’s condition, the
development of complications, and potentially fatal
outcomes [10].

Objective — to characterize the clinical features of the
course of primary immunodeficiency in an infant.

MATERIALS AND METHODS OF RESEARCH

The study employed a systematic analysis of medical
history data. A review of relevant scientific literature was
conducted, followed by systematization and synthesis of
information related to the clinical case.

The study methods and all diagnostic and treatment
measures used in the presented clinical case were
approved by the Biomedical Ethics Commission of the
V.N. Karazin Kharkiv National University of the Ministry
of Education and Science of Ukraine (Protocol Ne 3/3
dated December 13, 2023) and conducted in accordance
with the written consent of the child’s parents and the
ethical principles with respect for human rights (following
the «Ethical Principles for Medical Research Involving
Human Subjects» and the «Universal Declaration on
Bioethics and Human Rights (UNESCO)»)

RESULTS AND DISCUSSION

A 3-month-old male infant was transported from home
by ambulance to the Department of Anesthesiology and
Intensive Care of the Kharkiv Regional Children’s Clinical
Hospital on October 5, 2024, at 20:15, with complaints of
absence of stool, abdominal distension, and restlessness,
which had lasted for approximately 14 hours.

Medical history. The child was born from the 7th
pregnancy at 37 weeks’ gestation via the 6th physiological
delivery. Previous pregnancies included 3 spontaneous
abortions at early gestational stages, 2 live-born infants
who died during infancy, and one healthy girl aged
5 years. Birth weight was 2150 g, body length 48 cm, with
an Apgar score of 7-8 points. The child was not vaccinated.

From the first day of life until the age of 1.5 months, the
child was hospitalized in the neonatal intensive care and
pathology departments of the same facility, diagnosed
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3 nepworo AHa xutta go Biky 1,5 mic. 3Haxogmsca
Ha nikyBaHHi Yy KOMyHanbHOMYy HekoMepuinHOMY nid-
npuemcTBi XapkiBcbkoi obnacHoi pagn «ObnacHa au-
TAYa KiHiYHa nikapHa» Y BigAineHHaX aHecTesionorii
Ta iHTEHCMBHOI Tepanii HOBOHApPOOXKEHWX Ta naTonorii
HOBOHAPOMKEHUX 3 AiarHO30M: FMNOKCUYHO-ILLEMIYHA eH-
uedanonaria 2 ctynens (P 91.62), cMHOPOM NpUrHiveH-
Hsl Y HOBOHAPOMKEHMX, BereToBicLeparbHi NMOpYyLUEHHS,
MarnoBaroBumn Ans rectauiiHoro Biky nnof, HeoHaTanbHa
YKOBTSHULSA, rinodisapHUN HaHI3M.

Mpu HagXoMKEHHI CTaH XBOPOTO TSHKKWN, 3yMOBIIEHUIA
BMpPaXeHNM 60MbOBMM CUHAPOMOM Ta Nape30M KULLEYHU-
ka (puc.1). Ha ornagosin peHTreHorpamMi — 03Hakn mexa-
HibHoro ineycy (4awi Knowbepa) (puc. 2). Micnsa odncHoi
KnisaMu Ta MeanKaMeHTO3HOI CTUMYNSALIT nepucTansTUKu
KMLLIEYHMKA BUNOPOXXHEHb HE OTpUMaHo. Ha nigcrasi Kni-
HIKO-PEHTIreHOMNOriYHOT KapTUHM rOCTPOI KULLKOBOT HENPO-
XiQHOCTI Yepes Tpy roavHu nepegonepauinHoi NiAgroToBKM
OUTVHY NPOONepoBaHo B YPreHTHOMY NOpPSAAKY.

Puc. 1.

with: hypoxic-ischemic encephalopathy grade Il, neonatal
suppression syndrome, vegetative-visceral dysfunction,
small for gestational age infant, neonatal jaundice, and
pituitary dwarfism.

Upon admission, the child’s condition was critical due
to severe pain syndrome and intestinal paresis (Figure
1). Abdominal X-ray imaging showed signs of mechanical
ileus (Kloiber's cups) (Figure 2). Following cleansing
enemas and pharmacological stimulation of intestinal
peristalsis, no bowel movements were recorded. Based
on the clinical and radiological picture of acute intestinal
obstruction, the child underwent emergency surgery after
3 hours of preoperative preparation.

Pwuc. 1. qutuHa npy nepBnHHOMY ornsgi
Fig. 1. Child upon initial examination
Puc. 2. Yawi Knonbepa
Fig. 2. Kloiber’s cups (signs of mechanical ileus)

Onepauia (1) — nanapoTomis, niksigauis HenpoxigHo-
CcTi, NpaBobiyHa reMikoneKkToMiss, OMeHTeKTOMis, Gioncis
TOBCTOI KMWLLUKW, caHauis, ApeHYBaHHS YepeBHOI MOpPOX-
HVHWK, ineocTomig (puc. 3).

[iarHo3 nicnsonepauinHun — nepdopadis cninoi,
BUCXiAHOT 06040BOI KULLKK. [OCTpa obTypauiiHa KULLKO-
Ba HEMPOXigHICTb.

Pesynbraty Gioncii TOBCTOI KULLKW: XPOHIYHWUIA KOTIT,
LUMPKYNSTOPHWUIA CTEHO3 CTiHKM MEMOPAaHO3HOTO Tuy.

MpoBeneHa Tepania: aHTUbakTepianbHi Npenaparwy,
NpoTUrpmMbKoBi 3acobun, 3HeGonBanbHi, NpoTM3anarbHi
3acobu, reMoCTaTuKK, PO34MHM KpUCTanoiAis, npenapatu
KpoBi (cybonepaLiiiHo).

Y nicnsonepauinHomy nepioai y AUTUHK BiAMiYanucb
CTilKi SiBMLLI@ Napesy KULLEYHWKa, a 3 4eTBepToi Aobwu nic-
ns onepavuii 3'9BUNMUCb BUAINEHHS MHIMHOIO ekcyaaTy no
abgomiHanbHOMY ApeHaxy, BigMivanvch kniHiko-nabopa-
TOPHi O3HaKN NPOrPeCcyrHOro NEPUTOHITY (puc. 4).

[Insa 3anobiraHHs AekomneHcawii BitansHUX dyHKLIN an-
TUHY NepeBeeHO Ha LUTYYHY BeHTUNALito nereHb (LLUBJT).

BpaxoBytoun HeraTvBHy AuHamiky, O6yno npoBeaeHo
onepadito (2) — penanapoTomisi, caHauisi, OpPeHyBaHHsI
YepeBHOI MOPOXKHUHN.

[iarHo3 nicnsonepauinHun — nepdopadis cninoi,
BUCXiaHOT 06040BOT kuLKK. [OcTpa obTypaLiiHa KULLKO-
Ba HENPOXiaHiCTb. PiOPUHO3HO-THINHWIA NEPUTOHIT.

Surgery (1): laparotomy, relief of obstruction, right
hemicolectomy, omentectomy, colon biopsy, abdominal
sanitation and drainage, ileostomy (Figure 3).

Postoperative diagnosis: perforation of the cecum and
ascending colon. Acute obstructive intestinal obstruction.

Biopsy results: chronic colitis, membranous type
circulatory stenosis of the wall.

Therapy: antibiotics, antifungal agents, analgesics,
anti-inflammatory drugs, hemostatic agents, crystalloid
solutions, blood products (suboperatively).

In the postoperative period, the child exhibited
persistent intestinal paresis, and by the 4th postoperative
day, purulent exudate was observed from the abdominal
drain, with clinical and laboratory signs of progressing
peritonitis (Figure 4).

To prevent vital function decompensation, the child
was transferred to mechanical ventilation (MV).

Considering the negative dynamics, Surgery (2)
was performed — relaparotomy, sanitation, abdominal
drainage.

Postoperative diagnosis: Perforation of the cecum and
ascending colon. Acute obstructive intestinal obstruction.
Fibrinopurulent peritonitis.

Throughoutthe treatment process, the child’s condition
remained severe with negative dynamics. A medical
consultation confirmed the development of bowel loop
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Puc. 3.

Puc. 4.

Puc. 3. Micnsonepadiiiini (1) ctaH

Fig. 3. Postoperative (1) condition
Puc. 4. 36inblueHHs AedekTy YepeBHOI CTiHKK
Fig. 4. Increasing defect of the abdominal wall

Y npoueci nikyBaHHA CTaH AUTUHWU 3anuLLaBCs TSX-
KM 3 HEraTMBHOK AMHamikow. Ha koHcuniymi nikapis
KOHCTaTOBaHO PO3BMTOK Y XBOPOIro €BEHTPaLlii KULLKOBKX
neTenb Yepes HWXKHIO TPETUHY CepeanHHOI paHu, nokasa-
HO onepaTtuBHE IiKyBaHHS.

Onepauis (3) — penanapoToMisi, nikBigauis eBeHTpa-
uii, caHauis, ApeHyBaHHs YepEeBHOI MOPOXHUHMU.

[iarHo3 nicnsionepauiiiuin — nepdopauis cninoi,
BMCXiOHOI 06000BOI KMLWKK. [ocTpa 06TypauiiHa KLWKO-
Ba HenpoxigHicTb. ®iOPUHO3HO-THINHUIA NEPUTOHIT. EBEH-
Tpauis neTernb TOHKOI KULLKW.

HesBaxatoun Ha npoBefieHy Tepanito, B AnHaMiLi byno
BiMi4EHO MOTipLUEHHS CTaHy nicnsonepawinHoi paHu, BHac-
NiAoK YOro ApeHaxi 3 YepeBHOI MOPOXHWHM BUAArEHI, BCTa-
HOBIIEHa HECMIPOMOXHICTb LUBIB CEPEAUHHOI paHN B BEPXHIN
TPETVHI (NPOpi3aHHs), rinepemis i HabpsK kpaiB, 30inbLIeH-
HA AedekTy YepeBHOI CTiHKM (puc. 4). Y OUTUHU KOHCTaTo-
BaHWIN PO3BUTOK CUHAPOMY MOMiOPraHHOI HEAOCTaTHOCTI.

BHacnigok MOBTOPHOrO PO3BUTKY Y XBOPOTO €BEH-
Tpauii KMWEeYHNKa BCTAHOBMEHO MOKa3aHHA [0 onepauii
nnacTukn nepeaHbOi YepeBHoI CTiHkK. Onepauis (4) — pe-
nanapoTomisi, caHauis YepeBHOI MOPOXHUHN, 3aMiLLeHHSs!
nedbexkTy nepeaHboi YepeBHOI CTiHKM CUHTETUYHOK CiT-
Koto, nanapocToMis (puc. 5, 6).

Pwuc. 5.

eventration through the lower third of the midline wound,
indicating the need for surgical treatment.

Surgery (3): Relaparotomy, eventration correction,
sanitation, abdominal drainage.

Postoperative diagnosis: Perforation of the cecum and
ascending colon. Acute obstructive intestinal obstruction.
Fibrinopurulent peritonitis. Eventration of small bowel loops.

Despite ongoing therapy, the postoperative wound
condition worsened, leading to the removal of drains from
the abdominal cavity. The suture failure in the upper third
of the midline wound (breakage), hyperemia and edema
of the edges, and an increasing defect in the abdominal
wall were noted (Figure 4). The child developed multiple
organ failure syndrome.

Due to repeated bowel eventration, surgical indications
were established for abdominal wall plastic surgery.

Surgery (4): Relaparotomy, sanitation of the abdominal
cavity, replacement of the anterior abdominal wall defect
with a synthetic mesh, laparostomy (Figures 5, 6).

Puc. 5. 3amileHHs AedekTy nepeaHbOi YepeBHOT CTiHKM CUHTETUYHO CiTkO. Kpok 1
Fig. 5. Replacement of the antetior abdominal wall defect with a sinthetic melf. Step1
Puc. 6. 3amileHHst AedeKTy nepeaHbOoi YEPEBHOI CTIHKU CUHTETUYHOLO CiTko. Kpok 2
Fig. 6. Replacement of the antetior abdominal wall defect with a sinthetic melf. Step2

[iarHo3 nicnsaonepauinHnuin — eBeHTpaLia KALWEeYHMKa,
CVYHAPOM MOMiopraHHOT HEAOCTATHOCTI.

3a Becb nepioa cnocTepexeHHs nauieHTy GaraTopa-
30B0 pobunun GakTepionoriyHe 0BGCTEXEHHSI 3 YepeBHOI

Postoperative diagnosis: eventration of the intestines,
multiple organ failure syndrome.

Throughout the observation period, the patient
underwent multiple bacteriological examinations of
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MOPOXHWHW, O BU3Ha4Yanucb PIBHOMAHITHI, 30Kpema
PE3NCTEHTHI WTaMu BakTepii: NonipesncTEHTHUIA LWTam
Acinetobacter baumanii Ta Enterococcus faecium,
Enterococcus faecalis 106 KYO/mn, nonipesncTteHTHUNI
Klebsiella aerogenes 1078 KYO/mn, nonipe3ucteHTHa
Pseudomonas spp 1018 KYO/mn.

Y npoueci nikyBaHHA MpPOBOAMMAChL KOPEKLis aHTu-
GakTepianbHOI Tepanii BiANOBIAHO OO0 OTpMMaHMX Gak-
TepionoriyHnx peayneratiB. Mpu uboMy GakTepionorivHi
[OCnioKEeHHs1 KpOBi BKadyBanu Ha ii CTEPUINBHICTb.

IMyHOMnoriyHe [OCHIAXEHHS KPOBi BUSIBANO 3MiHU
B iIMyHHOMY CTaTyCi AuTWHK (Tabn.1).

the abdominal cavity, revealing various strains of
bacteria, including resistant strains: polyresistant strain
Acinetobacter baumannii and Enterococcus faecium,
Enterococcus faecalis 1076 CFU/ml, polyresistant
Klebsiella aerogenes 1078 CFU/ml, and polyresistant
Pseudomonas spp 108 CFU/ml.

During treatment, antibiotic therapy was adjusted
based on the bacteriological results. Blood cultures
remained sterile.

Immunological examination of the blood revealed
changes in the child’s immune status (Table 1).

Tabnuus 1. Pe3ynsrati iMyHOMNOrYHOrO 06CTEXEHHS
Table 1. Immunological examination results

MokasHuk Pesynsrar PedepeHcHui iHTepsan
Indicator Result Reference interval
Tevikoumntn / Leukocytes, x'%9*n 3,3 6,4—11
Hentpodpinu / Neutrophils, % 38,00 31-48
HewTtpodinu / Neutrophils, x'%%*n 1,25 1,98-5,28
JlimcbouwnTn / Lymphocytes, % 62,00 52-69
JlimpounTtn / Lymphocytes, x'%*n 2,05 3,32-7,6
T-nimdoumTin (CD3*) / T — Lymphocytes (CD3*), % 62,00 B 1"0?;2;’5? gz/_fg%m 1to3
T-nimcpoumntn (CD3*) / T — Lymphocytes (CD3*), x'%%*n 1,27 1,93-5,09
T-nimcpoumTn (CD4*) / T — Lymphocytes (CD4"), % 41 38-50
T-nimcpoumntn (CD4*) / T — Lymphocytes (CD4%), x'%%*n 0,84 1,26-3,8
T-nimcpoumTn (CD8*) / T — Lymphocytes (CD8), % 22,00 18-25
T-nimcpoumntn (CD8*) / T — Lymphocytes (CD8*), x'°%*n 0,45 0,6-1,9
HK-natypanbHi kinepu (CD16*) / NK-natural killers (CD16%), % 12,00 8-17
(CD16*)—kniTuHu / (CD16*)—cells, x'%%*n 0,24 0,27-1,29
B-nimdounTtnn (CD22*%) / B — Lymphocytes (CD22%), % 19,00 12-23
(CD22*)—knituHu / (CD22*)—cells, x'%%*n 0,38 0,4-1,75
T-nimcoumntn aktneri (CD25*) / T-lymphocytes active (CD25%), % 13,00 10-18
(CD25%)—knitnHn / (CD25*)—cells, x'%%*n 0,26 0,33-1,34
darouutos 3 natekcoM / Phagocytosis with latex, % 55,00 45-65
daroumnTos 3 natekcom / Phagocytosis with latex, x'%°*n 0,69 1,7-3,6
darouutapHe ymcrno / Phagocytic number 1,27 >=1
3aranbHun komnnemeHT CH 50 / General complement CH 50 52,00 40-80
HCT cnoHtaHHumn / NST spontaneous, % 23,00 8,94-9,74
IHaekc akTuBHOCTI HenTpodinis / Neutrophil activity index, og. cnoHTaHHWUIA 0,470 0,124-0,136
HCT ctumynboBanwi / NST stimulated, % 49,00 40-80
IHAEKC akTMBHOCTI HenTpodiniB cTumynsoBaHuii / Neutrophil activity index, og. 1,05 0,5-1,5
JlisocomanbHo-kaTioHHi 6inku / Lysosomal cationic proteins, og. 1,340 1,215-1,245
IgA (cvpoBaTtkoBwui) / serum, r/n 1,3 0,08-0,34
IgM (cupoBatkoBwuin) / serum, r/n 0,82 0,19-0,41
IgG (cvpoBaTtkoBuit) / serum, r/n 10,47 3,11-5,49
Linpkyntotoui imyHHi komnnekcm / Circulating immune complexes, of. 13,50 8-12

OTpumaHi gaHi, a came: nenkoneHisi, He4OCTaTHICTb
T — Ta B- KNITUHHOI NaHKN 3 03HaKaMmn 3HWXKEHOI adiHHO-
CTi @aHTWUTIN, JO3BONWUMAM MPUMYCTUTW HAABHICTb Y ANTUHU
iMyHOZEedILUNTY HeyTOuHeHoro reHesy. B Tepanito 6yno
[04aHo iMyHOo3amicHUIA GionoriyHui npenapat «BHyTpiLu-
HbOBEHHUIA iIMyHOrNoOyniH noguHny (BBIJT).

HesBaxxatoum Ha NonikOMNOHEHTHY MEAVKAMEHTO3HY Te-
panito AMHaMika 3anviianacb HeraTuBHOK, CTaH PaHOBOIO
AedekTy YepeBHOI CTiHKM MOripLUyBaBCs, L0 CTano noka-
3aHHAM AN NPOBEAEHHS LLiE OAHOIO XipypriYHOro NiKyBaHHS.

Onepauia (5) — penanapoTomisi, pesekuis OinsiH-
kM knyboBOI KULIKM 3 nepdopadisMmu, peineocTomis,

The obtained data, specifically leukopenia, T- and B-cell
deficiencies with signs of reduced antibody affinity, suggested
the presence of an unspecified immune deficiency in the
child. Immunoglobulin replacement therapy with intravenous
human immunoglobulin (IVIg) was added to the treatment.

Despite polycomponent pharmacological therapy, the
dynamics remained negative, and the condition of the
abdominal wall wound defect worsened, indicating the
need for another surgical intervention.

Surgery (5): relaparotomy, resection of the ileum
with perforations, re-ileostomy, sanitation, abdominal
drainage, laparostomy.
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caHauis, ApeHyBaHHS YepeBHOI MOPOXHWMHK, NanapocTo-
mis. OiarHo3 nicnsionepadiinuii — nepdopadii kny6osoi
KULLIKK. [TepUTOHIT.

Y noganbLUoMy CTaH AUTUHU 3anuLLaBCcst BKpam TSHKKUM,
3YMOBMEHMM NPOrpecyBaHHAM NOMiOpraHHOI HEAOCTATHOCTI.

[rHamika nabopaTopHuX AaHWX 3a BeCb nepiog cro-
CTepexeHHsi (Tabn. 2, 3): TpomboumToneHis (106 x 10%/m),
TeHaeHUis fo nenkoumToneHii (2,0 x 10%n), 3Ha4He nigBu-
weHHs piHst CPB (no 96 mr/n), rinonpoteiHemis (33 r/n).

36epiranocb BUAINEHHsI NO ApeHa)kax rHiknHOro BMic-
TY 3 4YEpPEeBHOI MOPOXHUHU, MOTIM — CEPO3HO-KarioBOro
XapakTepy.

Postoperative diagnosis: perforations of the ileum.
Peritonitis.

Subsequently, the child’s condition remained
extremely severe due to the progression of multiple organ
failure.

The dynamics of laboratory data over the
entire observation period (Tables 2-3) showed:
thrombocytopenia (106 x 1079/l), atrend towards

leukopenia (2.0 x 1079/l), significant elevation of CRP

levels (up to 96 mg/l), and hypoproteinemia (33 g/l).
Purulent exudate continued to drain from the

abdominal cavity, followed by serosanguineous material.

Tabnuua 2. Pe3ynsrati 6ioxiMiYHOro 06CTEXEHHS KPOBI
Table 2. Results of the Biochemical Blood Examination

3ar.6inok CeyvoBuHa | Kpeatunin | AIIT/ALT | ACT/AST | mioko3sa | MpoTrpomGiH | ®ibpn HoreH
Hata ] CPB L ; L
Date Total protein CRP Urea Creatinine | Mkmonb/ MKMornb / Glucose | Prothrombin | Fibrinigen
rin Mmonb/n | mmonb/n | (Mn*ron) (Mmn*roa) MMonb/n % rin
05.10.24 55 22 6,8 0,086 100,9 93,8 57 88 4,44
10.10.24 52 24 10,6 0,135 0,39 0,20 4,6 79 2,22
14.10.24 44 36 8,4 0,125 0,41 0,28 4,5 77 2,13
18.10.24 42 48 7,5 0,102 0,36 0,24 8,1 73 2,24
20.10.24 40 67 6,9 0,058 0,38 0,35 8,1 71 2,22
22.10.24 41 96 7,1 0,144 0,36 0,42 3,3 60 2,66
25.10.24 42 92 8,1 0,130 0,34 0,41 2,2 68 2,22
28.10.24 33 94 10,5 0,190 0,36 0,39 3,2 65 1,77
29.10.24 42 96 12,8 0,238 0,35 0,36 2,4 58 1,77
Tabnuus 3. Pesynsrati KNiHIYHOrO 0GCTEXEHHS KPOBI
Table 3. Results of the Clinical Blood Examination
- B - (7} (7] (7] n
ol o2 EE |2 [$2 035 |2 1% | wee
PBara | Hb, | Ht | EgS| F4 | TTE| 0o | B8l 2. | S| S | EsR
Date rin % F£2| 23 |Ss+| 3 o= 2 g ) MM/r(;.CI,
e 5 & |2 |22 | u 2 £
w o = [ ) = =
09.09.24 155 46 5,0 433 13,9 11 43 0 37 9 12
15.09.24 151 45 4,9 476 19,8 10 48 5 26 11 15
18.09.24 152 45 4,8 457 25,2 2 82 2 13 1 13
22.09.24 134 34 4,2 482 22,3 9 65 0 23 3 11
29.09.24 109 31 4,0 376 29,0 11 77 0 9 3 18
06.10.24 73 20 2,7 288 12,6 8 59 0 27 6 7
10.10.24 109 29 3,4 208 13,4 8 77 0 11 2 7
14.10.24 104 30 3,4 206 13,6 12 42 1 37 8 14
18.10.24 78 21 3,2 220 14,1 12 45 0 35 8 12
22.10.24 86 31 2,6 158 13,5 11 43 0 37 9 15
25.10.24 77 28 2,4 125 14,5 15 42 1 33 9 12
29.10.24 78 32 2,0 106 13,2 11 42 0 41 6 12

30.10.2024 o 08.40 Ha Tni 6e3nepepBHOi iHDY3iT Npe-
COPHUX aMiHiB Bi3HA4YeHO acUCTOMi0, O3HAKM KMiHIYHOT
cmeprTi. [poBegeHa cepueBo-rnereHeBa peaHimaldisa, 6e3
edekTy. bionoriuyHa cmepTb KoHcTaToBaHa o 09.17.

OcHoBHUM KNiHiYHWM giarHo3: BpogxeHa Baga pos-
BUTKY LUSTYHKOBO-KMLLKOBOIO TPaKTy: MeMOpPaHO3HWI cTe-
HO3 TOBCTOI KMLLIKW.

YcknagHeHHsA: TotanbHui koniT. O6TypauinHa KuLw-
KoBa HenpoxigHicTb. MNepdopauia BMCxigHOT 06040BOI,
cninoi kuwku. Mepdopauis knybosoi kuwku. MNMepuTo-
HIT. Po3xomxeHHsa wBiB n/o paHu. EBeHTpauia netenb
knmwevHmka. Cencuc, centukoniemiyHa dopma, Tsx-
kni  nepebir. CuHOpOM noniopraHHOI HeaoCTaTHOCTI

30.10.2024 at 08:40, following continuous infusion of
pressor amines, asystole was noted, indicating clinical
death. Cardiopulmonary resuscitation was performed
with no effect. Biological death was confirmed at 09:17.

Primary clinical diagnosis: gastrointestinal congenital
malformation (GIT): membranous stenosis of the colon.

Complications: total colitis. Obstructive intestinal
obstruction. Perforation of the ascending colon and
cecum. Perforation of the ileum. Peritonitis. Wound
dehiscence. Eventration of intestinal loops. Sepsis,
septicopyemic form, severe course. Multiple organ failure
syndrome (cardiopulmonary, renal, cerebral, intestinal).
Disseminated intravascular coagulation (DIC).
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(kapaiopecnipaTopHoi, peHanbHoI, LepebparnbHoi, iHTec-
TuUHanbHoT). B3-cuHgpom.

CynyTHin: IMyHoaediunT HeyTo4YHEHUI. AHeMIst 2-ro
ctynens (O 50.8).

PesynbraTty naTtorictonoriyHoro 4oCnigKeHHs:

Tumyc: 3MeHLIeHnn y po3Mipax, TKaHWHa npeacTas-
neHa 3a4ebinbLIoro peTUKYNAPHUMU KIiTUHaMK, KinbkicTb
NiMPOIAHMX KNITUH Pi3KO 3HUXKEHA.

CenesiHka: [insHkun 6inoi Nnynbnu 3 ocepeakamu cny-
CTOLLEHHS, NMiMcoigHi dponikynm MaroTb HEYITKI Mexi, rep-
MiHaTUBHI LEHTPU He CHOPMOBaHI.

Me3seHmepuarbHi nimghogysru: TkKaHWHa nimdoBy3nis
3 BMPaXEHOI0 rinonnasieto, 3 Pi3kMM 3MEHLLEHHSIM KiflbKO-
CTi nimdpouuTis.

[aHi natoMmopdornoriyHOro AoCHiMKEHHS NiATBEPAXY-
I0Tb KMiHIYHWUIA [iarHO3 MO OCHOBHOMY 3aXBOPHBAHHIO,
YCKMagHEHHSIM Ta CynyTHil naTonorii.

BuaBneHi nig yac nepBYHHOIO OrMsAAY 03HAKWN KULLKOBOT
HenpoxigHocTi noTpebyBanu npoBedeHHs AvdepeHLin-
HOI AiarHOCTMKM, NepLU 3a BCE, 3BaXKalO4YM Ha BiK OUTUHM,
3 BpomKeHnMn Bagamu po3suTky LLKT (3okpema, kuLieuy-
Huka) Ta xBopobot [ipwnpyHra. NpoBeneHe ypreHTHe
onepaTvBHe NiKyBaHHA Ta pesynbrati NoAanbLIoro rcTo-
NOriYyHoro gocnimkeHHs bionTaTiB KULLEYHMKA, [O03BONUNK
piarHoctyBatn BBP LUKT: memBpaHo3HWIN CTEHO3 TOBCTOI
KWLLKM 3 YCKIMaAHEHHSIMU, Ta BUKIHOYUTU BapiaHTU aBToi-
MYHHOIO 3anarnbHOro npouecy Ta xsopoby lipLinpyHra.

BesnepeyHo, iMmyHoaediunT € iHAYyKOBaHUM rOCTPOHO
XipypriYHOI NaTonoriel Ha TNi BPOMXKEHOT Baan pO3BUT-
Ky KULIEYHUKA, AKUIA, SIK BiJOMO, € OCHOBHMM OpraHoMm
iIMyHHOI cucTemMu, ocobrnmBo B paHHbOMY Biuli. KniHiyHa
KapTUHa 3axBOPIOBaHHA, 3MiHW B iMyHOrpami, BigCyT-
HiCTb edpekTy Big npoBegeHHs KOMOGIHOBaHWX MOBTOP-
HUX KypciB aHTMbakTepianbHOI Tepanii Ta iMyHo3aMiCHOT
Tepanii (BBIJ1), pesynbratm nartorictonoriyHoro gocni-
DPKEHHS1, 03BONUIN KOHCTATyBaTU Y AUTUHN BPOMKEHUIA
iMyHOOEedILNT.

3Baxatoun Ha pesynsraTi iMyHOMNOrYHOrO OBCTEXEH-
Hs1, iIMyHOZediLWT, cKkopill 3a Bce, Mae KOMGIHOBaHWI xa-
pakTep. [1ns yTouyHeHHs eTionorii imyHogediuuTy Ta BcTa-
HOBMEHHSI OCTaTOYHOrO AiarHo3y HeobxiAHO MPOBEeAeHHS
reHEeTUYHOro AOCNIMKEHHS METOAOM CEKBEHYBAHHS.

OTxXe, 3 METOI NOKPALLEHHS AiarHOCTUKM Ta CBOeYac-
HOI KopekKUii iMyHoaediUUTHNX CTaHIB HEOOXIQHO:

1. MokpawuTn nepuHaTanbHy TakTUKy NpodinakTu-
KM Ta OiarHOCTUKM BPOOKEHOMO iMyHOOEdILMTY LWNSAXOM
NPEeKOHLeNTyanbHOI NiArOTOBKM OaTbKiB A0 BariTHOCTI;

2. luvpoko BnpoBagxyBaTU B MPaKTUKY FeHETUYHE
npeHaTtanbHe KOHCYNbTYBaHHS;

3. Wvpoko BnpoBagxXyBaTV HeOHaTanbHUN CKPUHIHT
BIL;

4. HanaromkyBaTu MikxHapogHe CniBpoOGIiTHULTBO
3 MegUYHMMM 3aknagamMu Ta HayKOBO-AOCHIAHMMU LiEH-
Tpamu KpaiH CBIiTy 3 NUTaHb iMyHOAEMILUTHNX CTaHIB;

5. CTBoptoBaTy OCBITHI nnatgopmu Ta 06’eaAHaHHA
nikapis Ta NauieHTiIB;

6. IHiLitoBaTK 3aran 4ns CTBOPEHHS AepXaBHUX NpPo-
rpam gns 3abesnevyeHHst JOCSHKHOCTI Ta hiHAHCOBOI Nig-
TPUMKU SIK OiarHOCTUYHMX 3axodiB (reHeTU4Hi 0bCTexeH-
Hs1), TaK i MEAMKaMEHTO3HOI Tepanii Ans xsopux Ha BIA.

Comorbid: unspecified immunodeficiency. Anemia,
stage Il

Pathohistological findings:

—thymus: reduced in size, predominantly reticular cells,
with a sharp decrease in the number of lymphoid cells.

— spleen: areas of white pulp depletion, lymphoid follicles
with indistinct borders, germinal centers not formed.

— mesenteric lymph nodes: lymph node tissue with
pronounced hypoplasia and a sharp decrease in the
number of lymphocytes.

The results of the pathomorphological examination
confirm the clinical diagnosis of the underlying condition,
complications, and comorbid pathology.

Signs of intestinal obstruction detected during
the initial examination required differential diagnosis,
primarily considering the child’s age and congenital GIT
defects (particularly the intestines) and Hirschsprung’s
disease. Emergency surgical treatment and further
histological examination of the intestinal biopsy samples
allowed for diagnosing GIT congenital malformation:
membranous stenosis of the colon with complications,
while excluding autoimmune inflammatory processes
and Hirschsprung'’s disease.

Undoubtedly, the immunodeficiency is induced
by acute surgical pathology against the backdrop of
a congenital intestinal developmental defect, which,
as known, is a major immune system organ, especially
in early childhood. The clinical picture of the disease,
changes in the immunogram, the absence of response
to combined repeated courses of antibacterial therapy,
and immunoglobulin replacement therapy (IVIg), as well
as pathohistological findings, led to the diagnosis of
congenital immunodeficiency.

Given the results of the immunological examination,
the immunodeficiency is most likely combined in nature. To
clarify the etiology of the immunodeficiency and establish
a definitive diagnosis, genetic testing via sequencing
is required.

Furthermore for improved diagnosis and timely
correction of immunodeficiency states, the following
measures are necessary:

1. Improve perinatal strategies for the prevention
and diagnosis of congenital immunodeficiency through
preconception counseling for parents.

2. Widely implement genetic prenatal counseling in
practice.

3. Implement neonatal screening for PID.

4. Establish international collaboration  with
medical institutions and research centers worldwide on
immunodeficiency issues.

5. Create educational platforms and patient-doctor
associations.

6. Advocate for the creation of national programs
to ensure the accessibility and financial support for
diagnostic measures (genetic testing) and medication
therapy for patients with PID.
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BUCHOBKHU

KniniyHnn Bunagok Bl y AuTuHM rpygHoro Biky Ae-
MOHCTPY€e 0COBNMBOCTI Nepebiry 3aXBOPIOBaHHS Ta TPYyA-
Hoi noro audepeHuianbHOI AiarHocTukM. Ha neplumn
nnaH BUCTYNWna XipyprivHa naTonorid, ska 3ymoBuna
TSKKICTb CTaHy i noTpebyBana ypreHTHoi Tepanii. AutuHa
Oyna KoHCynbTOBaHa 30Kpema ¥ reHeTMKOM (peKoMeH0-
BaHO nojarnblue reHeTudyHe obCTexeHHs). BigcyTHicTb
Ha TOM 4Yac KMiHiYHMX NposBiB iMyHoadediunTy Byna 3y-
MOBMEeHa MMOBIPHIiLLE BIKOM AWMTWHWU, KOMW HasiBHI mMaTte-
PVHCBKI @aHTWTING, @ NPOBEAEHUA HEOHATaNbHUIN CKPUHIHT
He [103BONMB BUSIBUTU TSXKKUIA KOMBIHOBaHWIA iMyHoaedi-
UMTHUM cTaH. MaHidecTauia imyHogediumMTy nos’dA3aHa
3 MOTYXXHUM iIMYHOCYNPECUBHUM (PakTOPOM — XipypriYHOO
naTororieto i 3a xapakTepoM BUSIBIIEHOrO 6akTepianbHOro
nensaxy npu BiACYTHOCTI BiANoBigi Ha aHTubakTepianbHy
Tepanito, AO3BONMMM 3anigo3puTi | NPOBECTY BiAMNOBIAHI
nikyBanbHi 3axoan. Ha anb, o6TskeHuid npemopbigHui
OH, BiK, TSXKKICTb XipypriYHOT naTonorii CNpusinm po3BuT-
Ky moniopraHHOi He[OoCTaTHOCTI, sika ¥ cTana MpuYnHO
neTanbHOro BUNagKy.
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MepcnekTMBU NOAAABLLUMX AOCAIAXEHD

MepcnekTBM noganblumMx AOCHIMPKEHb MONsSralTb Y Npo-
[OOBXEeHHi BUBYEHHSI Ta aHani3i KMiHiYHUX BUNaaKiB iMyHoae-
ILUMTHMX CTaHIB y AiTen Ta iHPOopMyBaHHI MEQUYHOI Crifb-
HOTM NpO 0cobnMBOCTI ix Nepebiry, cneumdiyHi AiarHOCTUYHI
MapKepy 3 METOK CBOEYACHOI aaeKBaTHOI Tepanii Ta npodi-
NaKTUKN YCKIaHEHb i, HaBiTb, daTanbHUX HaCMiaKiB.

CONCLUSIONS

This clinical case of PID in an infant demonstrates
the peculiarities of the disease course and the difficulties
of its differential diagnosis. Surgical pathology played
the primary role, causing the severity of the condition
and requiring urgent therapy. The child was also
consulted by a geneticist, with further genetic testing
recommended. The absence of clinical manifestations
of immunodeficiency at that time was most likely due
to the child’s age, when maternal antibodies are still
present, and the neonatal screening did not detect
severe combined immunodeficiency. The manifestation
of immunodeficiency was associated with the powerful
immunosuppressive factor — surgical pathology. The
bacterial landscape and the absence of aresponse
to antibacterial therapy allowed for suspicion and
appropriate therapeutic actions. Unfortunately, the child’'s
premorbid background, age, and the severity of the
surgical pathology contributed to the development of
multiple organ failure, which led to the fatal outcome.
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Prospects for further research are in continuing to
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children and informing the medical community about the
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KoHdAIKT iHTepecis

ABTOpPW pyKOMKMCY CBiAOMO 3acBifyyOTb BiACYTHICTb (hbak-
TMYHOro abo NOTEHUINHOIO KOHNIKTY iHTEPECIB LLO0A0 pe-
3ynerartiB Liei poboTu 3 hapMaLeBTUHHUMW KOMMaHIAMMU,
BMPOOHMKamMn GiomMeanyHMX NPUCTPOIB, IHLIMMKU OpraHi-
3auisMu, Yni NPOAyKTK, nocnyru, diHaHcoBa MiATpMMKa
MOXyTb OyTW NOB’si3aHi 3 NpegMeTOM HadaHux marepia-
niB abo ki cnoHcopyBany NpoBeaAeHi AOCNIMKEHHS.

IHcbopMmauis npo cdhiHaAHCYBAHHS

CrtatTa chbiHaHCcOBaHa npuBaTHMMK ocobamu — aBTopamm
cTarTi.
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