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XPOHIYHA TrPAHYIEMATO3HA
XBOPOBA (ornag NITEPATYPU |
KNAIHIYHUA BUNALOK)

Pe3stome. XpoHiyHa rpaHysiemaTo3Ha xBopoba — nepBUHHUI iMyHoaediLmMT 3 X-34enNeHnM Ta aBTOCOMHO-PeLEeCUBHUM
LIIAXOM CNAJKYyBaHHA, LLLO XapaKTepu3yeTbcA nopyweHHAM GyHKLIT daroumTapHOi NaHKK iMyHHOI cucTtemun. XBopoba
MaHidecTye TAXKUMUK BaKkTepianbHUMK Ta TPUBKOBUMM iHEKLIAMM 3 ypaKeHHAM WKipy, NiMGaTUYHMX BY3NiB, ereHb,
NeyiHKK, LWAYHKOBO-KMLIKOBOIo TPaKTy. [atomopdooriyHO NposABAAETLCA HAAMIPHUM 3ananeHHAM i3 popMyBaHHAM
rpPaHynbom. Y CTaTTi HaBeAEHO OrnAA4 NiTepaTypu WOA0 L€l HO3010rii Ta ONMCAHO BMNAAOK XPOHIYHOI rpaHyemaTo3HOIl
XBOPO6U B AUTUHM 8 MIC. i3 XapaKTEPHMUM K/iHIYHMM NPOABOM Y BUIAALI TAXKKOI NHEBMOHII NOEAHaHOT baKTepianbHO-
rpnbHoi eTionorii. MigKpecneHo BaXkAMBICTb PaHHbOI AiarHOCTMKM Ta ONTUMI3aLLT NiKyBaHHA XPOHIYHOI rpaHy/1IeMaTO3HOI

XBOpOOMU B AiTeN.

KniouoBi cnoBa: xpoHivHa rpaHy/siemaTo3Ha xBopoba, AiTW, NepBUHHI imyHoaediLmTK.

XpOHiyHa rpaHynemaTo3Ha xBopoba (XIX) — ue
NepBUHHUIA FeHETUYHO reTeporeHHU posnag imy-
HopediuMTy — cnagKoBe yparkeHHA daroumnTapHux
KNITUH, OCHOBHUM KJiHIYHMM MPOABOM AKOrO € Mo-
BTOPHI i/abo CTilKi BHYTPILIHbOKNITUHHI BaKkTepianb-
Hi Ta rpMbKoBI iHeKL,l.

ToyHa u4actoTa nowwupeHocti XIMX Hesigoma
~1:1000 000 go 1: 200 000-250 000 *mBOHapo-
OYKeHUX HEMOBAAT.

I3 yacy nepuworo onucy xBopobu B 1950-x pokax
AK CUHAPOMY PeunamnByoumnx iHGEKLUiN i3 BUCOKMM
BiZLICOTKOM CMEePTHOCTI AOCATHYTO 3HAYHWUIN Nporpec
Yy BMBYEHHI ujiei naTonorii. Bigomo, wo XX ycnaa-
KOBYETbCA 3@ aBTOCOMHO-PELLECMBHUM TUMOM, 3Lue-
NAeHUM 3 X-XpOMOCOMOIO. BinblWicTb NaLieHTIB, AKi
XBOpitoTb Ha XX (npmnbansHo 80%), yonosiyoi cTari,
MatOTb reMi3uroTHi myTauii X-34enseHoro reHa, Lwo
koaye gp91phox (nokyc p21.1) [1, 2]. Po3suTok XIX
3YMOB/IEHWUI MyTaUi€t0 Oyab-AKOro 3 KOMMOHEHTIB
bepMeHTHOTo KOMMJIEKCY HiKOTMHaMig-ageHiH-an-
Hykneotua-eocdar (HAOP)-okcmpasmn darouuris,
AKa perysto€ yTBOPEHHA CYNEpPOKCUAHMX AHIOHIB i
€ BaXXNMBOK A/1A BHYTPILHbOKAITUHHOIO 3HULLEH-
HA MaTOreHHWMX KaTanasocCTiIMKMX MiKpoopraHiamis.
Cepeg, niatTnnis XMX aBTOCOMHO-peLecuBHi dopmu
(AP) moKyTb acoujitoBaTUCs 3 BiNblL NEFKUM nepe-
6irom 3axBoptoBaHHA. CTyniHb BNANBY €KONOTIYHUX
Ta BTOPUHHUX reHeTUYHUX daKTopis Ha peHoTMMO-
BY eKcrpecito xBopobu Hesigomumin. OnmMcaHo HOBWIA
BapiaHT XI'X; ua dopma cnpuyMHeHa raabMiBHOMO
myTauieto Rac2 (3, 4].

MaTtoreHe3 XIX 3yMOBNEHWI HAKOMUYEHHAM i
BM)KMBAHHAM KaTana3oNO3UTUBHUX OaKTepin, sKi
6y nornuHyTi paroumTammn 3 NoAanblUMM PO3BU-
TKOM FpaHy/1IboM Y NimpaTUUYHMX By3Nnax, WKipi, nere-
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HAX, NeYiHLUji, WAYHKOBO-KMLWKOBOMY TpakKTi Ta/abo
KiCTKax.

binbwictb iHdeKuin npu XIX cnpuymHeHi 30-
Aomucmum cmaghinokokom abo YMOBHO-MaTOreH-
HUMWU opraHiamamu, Takmmu Ak Chromobacterium
violoceum, Serratia marcescens; Nocardia, Legio-
nella Ta aTunoBi BuAN mikobakmepiti. OnucaHi eu-
nadku pozsumky XX nicns eakyuHayii bLXK. Mpu-
61m3Ho y 20% BrnagKiB nepebir XIX ycKnagHOETbCS
ronbKoBoto iHdeKLielo — HaluacTiwe Aspergillus.
CnekTp iHpeKUii, cnpnuynHeHoi suaamm Aspergillus,
Bapito€e BiA rpunonoaibHoi NHeBMOHIi 4o Hebe3sneu-
HOro ANA KWUTTA iHBA3MBHOrO acneprinbosy. Hal-
6inbWw nowmpeHoo GoOpPMOIo acneprinbosy y XBOpUX
Ha XPOHIYHY rpaHynemaTo3Hy XBOpobOy € acnepeai-
/1b03HO MHEBMOHIA, AKa MOXe MOWMPUTUCA Ha pe-
6pa, rpyaHy CTiHKY Ta M’AIKi TKAHWUHM.

MpubnnMsHo y AOBOX TPETUH nNalieHTiB nepui
cumntommn XX npoAsBaAoTbCcA MNPOTATOM NEepLUoro
POKY UTTA Yy BUrNAAI iHPeKUi, aepmaTuTie (iHoAi
CrnocTepiraloTbCcA NPU HapOAMKEHHI), YCKNaAHEeHb i3
GOKY LLUIYHKOBO-KMULLKOBOIO TpaKTy (0bcTpyKuia abo
nepiognyHa fiapes 3 reMOKOIITOM) Ta MatoTb TEHAEH-
Ljito A0 3aTAXKHOro nepebiry. YparkeHHs WKipu Tpanas-
toTbcA HaluacTiwe (y 60-70% BunagkKis) i nposasna-
IOTbCA Y BUMALI eK3emaToiaHoro, cebopeiHoro abo
iHpeKUiMHOro eksemaToigHOro AepmaTtuty 06/1M4us
(nepiopbiTanbHOT 30HK) UM IHWKNX AiINSHOK Tina (nepe-
Ba*KHO B NPUPOAHMX CKNALKAX — MaxBMHHA LiNAHK],
aHyc Towo) [5-7]. NycTyNbo3 HOBOHAPOAMKEHUX MOXKE
OyTM NepLlIod O03HAKOK 33aXBOPHOBAHHA. XPOHiYHe
YPaXKeHHA LWKipM YacTo CYynpOBOAMKYETLCA MiogepMi-
€10 3 PO3BMTKOM abcLeciB, AKi NOBIIbHO 3a)KMBatOTb
i 3anMWaoTb NOMITHI pybui. Y 6araTbox XBOpPUX CMo-
CTepiratoTbCA BHYTPILLHbOPOTOBI BMPasKK, adpTO3HUM
CTOMATUT, XPOHIYHWI TiHFIBIT TOLLO.
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CucteMHi nposaBu iHeKLii — ocTeomienit, nere-
HeBi abcuecw i1 rpaHynbomu, abecuecn cenesiHkm Ta/
abo neyviHKM i renatocnieHoMeranis — TpanaATbCA
6inbl HiXK y NonoBMHKU XxBOpKUX Ha XIX. IHoAi maHi-
decTauia xBopobu moxe 3aTtarysatuca Ao 10-piyHo-
ro, a B pigkicHMx Bunagkax ao 20-pivyHOro BikKy.

«30N0TUM CTaHZAPTOM» AiarHOCTMKM XX € gocni-
OXKeHHA PYHKLiOHaNbHOI aKTUBHOCTI rpaHy0oLUTIB
KPOBi MeToAOM NPOTOYHOI unutomeTpii — DHR-TecT.
Mo3nTUBHKIA TecT i3 aurigpopogamiHom (DHR-TecT)
niarseparKye giarHo3 XMX i onocepeaKoBaHO BKa3ye
Ha HOCIMCTBO NaTo/soriYHoi X-xpomocomu. CyTreBe
3HMM¥eEHHA (1/10 meHwe HOpMK) LbOro NOKasHMKa
niareepaxxye aedpiunT mienonepokcuaasm (MPO). 3
meTo AndepeHUinHOT AiarHOCTUKM Mixk MPO i XI'X
HeobxigHO NpoBecTn A04ATKOBE AOCAIAKEHHA — TecT
i3 HITpoCUHiIMm TeTpasoniem (HCT-TecT), AakuiA npu aeodi-
unti MPO byae B Hopmi, a npu XX — 3HMKeHUM [8, 9].

KomnneKkcHe gocnigeHHA NpupoaHoro  agan-
TUBHOMO iMYHITETYy 4acTo BMABAAE HecneuudiyHe
3HUMKEHHA IMYHOPErynATopHOro iHAEKcy; nigsu-
LLLeHHA PiBHIB TPbOX OCHOBHWMX K/aciB imyHOrnob6yni-
HiB — 1gG, IgM Ta IgA; KOHUeHTpauia IgE He3HauyHo
niasuuieHa abo nepebyBae B KOHTPOSIbHOMY Aiana-
30Hi [8, 9].

MiKpobionoriyHi AOCNiAKEHHS KYNbTYpU Ta YyT-
NMBOCTI BaKTepilt, BUAINEHUX i3 BOTHUL, YParkeHb,
€ HeobXigHOI YaCTUHOW KAIHIYHOTO OOCTEXKEHHS Y
XBopux Ha XX i 3a3BMYall BUABAAIOTb KaTanasono-
3UTUBHI MiKpObMU.

PeHTreHorpadito Ta KT npusHayatoTb i3 meToto
OiarHOCTUMKM CTYMEHA Ypa*KeHHA OpraHis rpygHoi
KNITKK, YepeBHOI MOPOXKHUHM, KicToK [10, 11].

BarKNMBOO CKNafOBOK OOCTEXEHHA € MOJIEKY-
NAPHO-TEHETUYHI [OCNIAMKEHHA, AKI A0MOMaratTb
npoaHanisyBaTu CNagKoBiCTb i BU3HAYUTK TUN dep-
MEHTAaTMBHOIO PecTpuKLUinHoro anens [9].

Bioncito WKipu Ta iHWKMX yTBOPIB (raHyNbOM) Npo-
BOAATb i3 METOI YTOYHEHHS AiarHo3y. lctonorivyHa
KapTWHa rpaHyibom — Le HelTpodinu i makpodaru,
AKI MICTATb »KOBTI BK/JIOYEHHA 3 AiNIAHKAMM HEKpO-
3y. Tunosoto 0cobnumBicTIO BicL,epanbHUX FPAHYIbOM
€ HaABHICTb 30/10TUCTO-KOPUYHEBO-NIrMEHTOBAHMX
rictioymTiB. TicTOXimiyHi [OCANiIgKEHHA MNOKa3ykoTb,
LLLO LLeli MaTepian CKNafaETbCA 3 HEHACUYEHUX KUP-
HUX Knucnot, docdoniniais Ta rnikonpoTeiais.

[iarHo3 acneprinbo3y BepuoiKyeTbCA TiIbKM Ha
nigcTtaBi BMABMIEHHA NPU MIKPOCKOMIYHOMY A0Ci-
OXKeHHi maTepianis i3 bioncii nereHi (y xBopux 3 imy-
HoAediLMTOM TAaKOXK NPU AOCNIAXKEHHI BPOHX0-a/1b-
BEONSAPHNX 3MUBIB) MiLenito | BuaBneHHA Aspergillus
y pe3ynbTaTi nociBy maTtepiany i3 uiei npobipku. [o-
NMOMIXKHY POJb Bifirpa€ TecT ANA BU3HAYEHHA aHTU-
reHa Aspergillus (ranakTomaHaHy) y KpoBi abo 6poH-
X0-aNbBEONAPHUX 3MMBAX. [O3UTUBHWUIA pe3ynbTaT
NociBiB MOKPOTU ManoiHpopmaTnsHuii [11].

PaHHA AiarHOCTMKA Ta NiKyBaHHA MOXYTb 3HAYHO
nokpawmtn nporHo3s [1]. Cy4yacHa 3arajsibHONpPUI-
HATa Tepania XX BK/OYA€E arpecMBHe Ta TpuBane
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BBeAEHHs aHTMBIOTUKIB i NpegHisonony [1, 12]. /-
KyBaHHA 3anajsibHMX Ta aBTOIMYHHWX YCKAaZHEeHb
y nauieHTiB i3 XI'X € npobnemaTU4yHUM, OCKIiNbKK
6inblwicTb 3acobiB € imyHogenpecBHUMK. poTe B
CKNagHux Bunagkax ypaxeHHa LWKT npusHavatoTb
cynbdacanasmH Ta asaTionpuH, iHribiTopu dakTopa
Hekpo3y nyxauHu o (TNF-a), Taki aK iHpaikcumab,
AKi € ePpeKTUBHMMM 3acobamu, ane MOXKYTb CYTTEBO
36iNbWNTUN PUBUK PO3BUTKY BAXKKMX | HaBiTb neTasb-
HuX iHdekuin [13, 14].

Y pasi npueaHaHHA iHOeKUii npu3HaYaloTb Npu-
HaMMHi ABa CUCTEMHMUX aHTUBIOTUKM LUIMPOKOTO Crnek-
Tpa B MOEAHAHHI 3 NMPOTUTPUOKOBMM MPENAPATOM.
EdeKT Bif Npu3HayYeHOI Tepanii OuiHIOTbL NPOTArOM
48 roanH, AKLLO HEMAE NO3UTUBHOI AMHAMIKM — NpuU-
3HaYeHi aHTMBIOTUKM 3MiHIOIOTb. JliKyBaHHA cnig, npo-
[OO0BXKYBATU NPOTArOM TUXKHIB abo micauis [1, 12].

3a HaABHOCTI rPMOKOBOI iIHBA3MBHOI iHOeKLiT abo
KOAW iCHYE Nifo3pa Ha Hei, PeKOMEHAO0BAHO BHY-
TpilWHbOBEHHE BBELAEHHA BOPUKOHA30/y. Y pasi He-
edeKTUBHOCTI Lei npenapat MOXHa 3aMiHUTM Ha
ninocomHunii amdoTtepmumnH B i KacnodyHriH. Acnep-
2inu Ta iHWwi rpmbkosi iHdeKuji nereHis 3a3Bnyali no-
TpebyloTb TPMBANOro NikyBaHHA (3-6 micauis) [1, 12].

Tepania INF-ramma € nepcrnekTMBHUM CNOCO-
60om noninweHHA OYHKLUIT HelTpodinie Ta MOHO-
LUMTIB | MPU3HAYAETLCA PYTUHHO AAA NPODINAKTUKM
iHpeKLUil y nogein i3 XIX. Y cydyacHUx pekomeHaa-
uiax npusHayatotb INF-ramma 1b — HOBIiTHIl 6inbLu
NOTYXHWUIM npenapaTt, AKUN aKTUBI3ye daroumnTapHi
edeKTH, Lo He cnocTepiratoTbCA NPU 3aCTOCYBAHHI
iHWKX nNpenapaTiB iHTePPEPOHY, BKAKOYAOUYM YTBO-
PEHHS TOKCUYHUX MeTaboniTiB KNCHIO y daroumnTax,
3[aTHMX OMNOCEepPeaKOBYBATM BHYTPILUHbOK/ITUHHE
3HULLLEHHA MiKpoopraHiamis [12-15].

HeiHdeKuiMHi rpaHy1bOMM MOXKYTb CMOHTAHHO
PO3CMOKTYBATUCSA, | BOHW PiAKO NOTPEObYOTh CUCTEM-
HOI Tepanii KOPTUKOCTEPOIAAMM, AKLLO HE NOPYLUEHi
YKUTTEBO Ba*KNMBi opraHu. Ane xsopum i3 XI'X yacTo
noTpibHa xipypriyHa gonomora Ana gpeHyBaHHs ab-
cueciB Ta peseKLii (3a MOXAMBOCTI) rpaHy1bOM.

HOBITHbOIO METOAMKOK PAaHHLOrO NiKyBaHHA XI'X
€ TPAHCNNAHTALA FTEMOMNOETUYHUX CTOBOYPOBUX Kili-
TMH (HSCT). 3 nouatky XXI cTonitta 3’aBuamnca no-
BigomneHHA npo sgany HSCT y nauieHTiB i3 XIH i
obHaginnBi pe3ynbTaTv WoA0 BUXKMBAHHA. Hemae
TOYHUX JAHUX WOA0 NOKA3aHb Ta ONTUMAIbHUX Tep-
miHiB nposegeHHA HSCT npu XIC. o HaaBHMX Ha
cborofHi Kputepiie gna HSCT y aiten BiaHocaTb: (1)
OflHa abo Kinbka iHOEKUiN, O 3arpoXKyTb KUTTIO,
(2) HeBignoBigHiCTb aHTUMIKPOGHI npodinakTn-
Ui abo (3) crepoigHo3anexkHe aBTo3ananeHHa. [ns
noKpaleHHs TumyacoBoro edekty Big HSCT 3anpo-
NMOHOBAHO OAHOYAaCHE MPOBELEHHA MNOCNiILOBHUX
TpaHcoysin rpaHynouuTis (I'T) [16-18].

Hanbinbw npnBabnamBoto i NEePCNeKTUBHOI asb-
TepHaTtusoto HSCT gna xsopwux i3 XI'X € reHHa Tepania
remonoeTndHmx KnitnH (GT-HSC). UikaBumu € aaHi
OCTaHHIX [O0CNigKeHb XBOPUX HOCIIB i3 reHeTUYHOo
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niarsepaeHoto XX (XR-CGD/Xp-XIX): HaaBHIcTb y
KpoBi 10% abo binblue HOpManbHUX HEWTPOINiB 3a-
6e3neyvye gocTaTHil paroymTos, i KAiHIYHO Ui ocobu
€ 340pOBUMU. TOMYy BBaXKatoTb, LLO AOCTAaTHLO NpPO-
BECTU reHHy moamndikauito fo 10% «xBopux» HeW-
Tpodinis, WO6 NaLUieHT oayKaB. Ane reHHy Tepanito
XX (GT-CGD) Ba*KKO TEXHIYHO KOPUTYBaTU, OCKINbKK
«BUNpaBeHi» (BUNikyBaHi, moamdikoBaHi) remono-
€TUYHI KNITUHM He MatoTb NepeBar y CeNeKTUBHOMY
3POCTAHHI, NOPIBHAHO 3 YypPa*KEHUMWU KNITUHAMM, i
NPOAYKYHTbCA ogHavacHo [16-19].

[ OBroCcTPOKOBUIM MOHITOPUHT MPWU XPOHIYHIN rpa-
HYNeMaTo3Hilh XxBopobi cnpAMOBaHUI Ha 3MEHLLEH-
HA 3aXBOPHOBAHOCTI Ta NONEpPeaKeHHA YCKNAAHEHD.

PyTuHHa npodinaktnuka XIX nonAarae B MoOCTil-
HOMY npuoMi TpumetTonpum-cynbdpameToKcasony
(TMP-SMZ), aHTUMIKOTUKIB (HanpuKaag, iTpakoHa-
30n) Ta iHTepdepoHy (INF)-ramma [18, 19].

MporHo3 3anexuTb Big 6aratbox GpakTopiB i € iH-
OUBIAYaNbHUM.

KniHiuHnii Bunagok. o aiarHocTM4HOro BiaAi-
neHHa IMAK/ rocnitanizoBaHUi x0N4YMK 8 Mic. 3i
CKparamu Ha BMCOKY nmxomaHky ao 39 °C, Hecno-
Kill, KaTapasibHi NPOSABM BEPXHIX AMXANbHUX LLNAXIB,
3a4MLLKY 3MilaHoro xapakrtepy, Y/ 54/xs. Xsopie
[oby, peHTreHorpadiuyHo B NoNiKAiHiLi giarHocToBa-
HO roCTpy NpaBobiYHY NO3aNiKapHAHY HUKHbOYACT-
KOBY MHEBMOHIO, Nic/A Yoro nauieHT 6yB cKkepoBa-
HMW Ha CTaujioHapHe NiKyBaHHA. 3axXBOpiB ynepLue.

OnTuHa BiA, nepwoi BariTHOCTI, BYacHUX disiono-
rivHMx nonoris. Bara npn HapoaxeHHi 3130 r, 3picT
56 cm. HeoHaTanbHuIi nepiog 6e3 ocobnusocTel,
NCUXOMOTOPHUIM i di3MYHMI PO3BUTOK Bignosigae
BiKy. Ha rpygHomy BurogosyBaHHi Ao 5,5 micauis.
LLenneHHA TinbKM NpoTK renatuty B, iHWI naaHoBI
BaKUMHaLji 6aTbKM BUPILLIMAKN 3pOOUTM MiCAA POKY.
CnaakoBui aHamHe3 He 0b6TAXMeHUN. KopoTKoTpu-
Ba/NIA eni3og, aToniyHOro AepMaTUTy Ha BBeAEHHA
npukopmy (anue) y 7 mic. KoHTaKTy 3 iHbOeKUinHUMMK
XBOPUMM NPOTATOM OCTaHHIX 3 TUXKHIB He byno.

3arafibHU CTaH AUTUHU NPU HAAXOOMKEHHI ce-
peaHboi BaKKocTi. LWKipa i BMAMMI CAM30Bi YUCTI.
NimdoaaeHonartii He BuABNeHO. [NomipHa AnxanbHa
He[0CTaTHICTb, ayCKY/NIbTAaTUBHO — XOPCTKe AUXaH-
HA, NOOAMHOKI Cyxi Xxpunu. Taxikapaia. 3a iHWumMmmM
OpraHamu i cMcTemamm 3miH He BUABAEHO. pu3Ha-
YeHO CTaHAapTHe 3arajibHOK/iHIYHE OobCTeXKeHHA i
NiKyBaHHA (3rigHO 3 NPOTOKO/NOM NiKyBaHHSA No3ani-
KapHSAHOI NHEBMOHIT).

MpoTArom HacTynHMX ABOX Aib cTalioHapPHOro Ni-
KYBAHHA CTaH AUTUHM HE NMOKPALLYETbCA — BMCOKA
TemnepaTtypa, BiAMOBAAETLCA Big, iXKi, yTPUMYOTbCA
O3HAKWM IHTOKCKUKauii. Cepia ynbTpa3ByKOBOro Ao0-
CNigXeHHA nereHb CBiAYMTb NPO BiACYTHICTb MO3M-
TUBHOI AMHAMIKM KapTUHM NpaBobiYHOI NHEBMOHII
i NnpueaHaHHA nnesputy — a0 30-45 mn pignHun. Y
3ara/sibHOMYy aHanisi KpoBi cnocTtepiraetbca 36ib-
leHHs nenkoumTtosy 3 10,2 go 14,3 r/n, 3pocTaHHs
abc. u. HenTpodinie — 3 88,4 po 108, 36inblIEHHA

LLIOE — 3 38 n0 64 mm/rog, Ha TAi rinoXpoMHOoi aHeMmil
cepeaHbOoro CTyneHa BaXKKOCTi. BioximiyHi NMoKasHu-
KM PYHKLiIOHANbHUX NMEeYiHKOBUX Ta HUPKOBMX NpPob
Y MEeXMUX BiKOBOi HOpMMU. NPOKaNbUNTOHIH — 2,6 ng,
CPB — 45 mr/mn. EKT i ExoKI cepus — 6e3 ocobau-
BOCTE.

PO3WNPEHNIN CKPUHIHT CTaHy NpPUPOAHOro M
AAaNTUBHOTO KNITUHHOIO iIMYHITETY CYTTEBMX 3MiH
He BuABMB. PiBeHb cuposaTtkosoro IgM 3,4 r/n (Hop-
ma — 0,56%0,18 r/n) — 3HAYHO MiABULLEHWI, iHLLI
NoKasHuKKM IgA, 18G, IgE B mexkax Hopmu.

BukntoueHo BI/l-iHdeKLito, TybepKyab03 nereHb.

Ypaxosytouu BuLenepeniyeHi nabopatopHi 3mi-
HW Ta ocobausicTb Nepebiry NHeBMOHII B AaHOI gu-
TUHW Ha TAi aHTMBioTMKOTepanii (BiACYTHICTb Kawi-
N0, XapakTepHUx GisnKanbHUX O3HaK iHdInbTpaLil
NlereHeBOl TKaHWHW, HeAOCTAaTHbOI iIHGOpPMATMBHOC-
Ti peHTreHockonii 1 Y3/), npusHayeHo KT opraHis
rPYAHOI KNiTKM (puc.).
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Puc. Komn’totepHa Tomorpadis opraHis rpyaHoi
KNiTKK

BUCHOBOK: 0O3HAKM acneprinbo3y NereHb, KOH-
Cy/bTalis AMTAYOro OHKosiora/remarosiora, bioncia
NereHob.

[aHi 6ioncii rpaHy1bOMK IereHb OHKOJIOTIYHY Na-
TONOTi0 HE BUABUAN.

MpoBeaeHO AiarHOCTUYHO-NiKYBabHY BpPOHXOC-
Konito. Ha miacrasi focnigKeHHA OTPUMAHUX 3MUBIB
OpOoHXiaNIbHOTO AepeBa i XapaKTepHOi K/iHiYHOT KT
NlereHb AiarHoCTOBAHO acnepriibo3Hy MHEBMOHItO.

[Ona niaTBepArKeHHA AiarHo3y NepBUHHONO KAITUH-
HOro imyHogediLMTy — XPOHIYHOI rpaHy/IeMaTo3HOI
XBOpo6bM npusHayeHo HCT-TeCT CMOHTaHHWUIA, AKUN
ctaHoBuB 11% (Hopma >15%), CTMMY/NbOBaHUIA —
22%, ¢yHKUioHanbHUN pe3epB — 1%, aKTUBHICTb
daroumtosy — 60% (Hopma — 40-60 %), a iHTEeHCUB-
HicTb — 7,0 (Hopma — 2-8). BupilwanbHumMmm B nocra-
HOBL, AiarHO3y CTanu pes3ynbTaTu TecTy oKcuaauii 3
aurigpopogamiHom-123 (DHR-TecT), AKnit BUABKB pi3-
Ke 3HWKeHHsA baKTepuumaHoi GyHKuii daroumTis.

OTprMaHi NOKAa3HUKU BUABUAUCA BUCOKOCMNELMU-
bIYHUMK | pe3yNbTaTUBHUMKM ANA 4iarHOCTUKM XPO-
HiYHOT rpaHyNeMaTo3HOi XBOpPOoOU.
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OTKe, 3aKNOYHUIN KNIHIYHWIA AiarHo3: NepBUH-
HUA KNITUHHUIA imyHOAediUNT, XPOHIYHA rpaHyne-
MaTo3Ha xBopoba, ABobiYHA acneprinbo3Ha nosani-
KapHAHA NHeBMOHiA, JH 1-2 cT., rinoxpomHa aHemisA

NPM3HAYeHO TAKOXK 3aMiCHY Tepanito ramma-iHTep-
depoHOM NigLWKIPHO 3 NOAANbLLOK KOPEKLLiE 403U
i TpuBanoCTi Npu3HavyeHHA. PekomeHZOBaHO npo-
BECTU MONIEKYNAPHO-AIAarHOCTUYHE  AOCAIAMKEHHA

cepefHbOro CTyneHs BaXKKOCTI. XI'X B ymoBax cneLianisoBaHoro LeHTpy.

BianosigHa KopeKLuia npoBeseHa B NiKyBaHHI —
NPU3HAYeHOo iIHTEHCUBHY aHTUDAKTEPiaIbHY Tepanito
[BOMa aHTMBIOTMKAaMM LUMPOKOTO CNeKTpa Aii 3 oa-
HOYaCHMM [OBEHHMM BBeAEeHHAM iHTepdepoHy B
003i 0,4 mr/kr/noby npotarom 5 gHis i amboTepumum-
Hy B. Takoi NoTpinHOI cxemun Tepanii 4OTpMMyBanmn-
cA npoTArom 4 TUKHiB. CTaH AUTUHM 3 NO3UTUBHOIO
OMHaMIiKOK. X/IONYMK BUNUCAHWIA AOA0MY 3 MOKpa-
LWEHHAM | NPOAOBXKEHHAM LLe Ha 2 MicAaui NpoTu-
rpmbkoBoi Tepanii. 3 meToto NpodiNaKTUKK iHbeKLin

BucHoBOK

XpOHiYHa rpaHysemaTo3Ha xBopoba — MnepBuH-
HUMA iMmyHOoZediUnT, AKMIN HalyacTilwe maHidecTye
peunamBHuMmn HaktepianbHUMKU iHeKuiamu, Mi-
KobaKTepiafibHUMM iHbEeKUiasMKN, AnUCEMIHOBAHOO
BLIK-iHpeKuieto. CknagHoLi giarHOCTUKK XIX AUK-
TYIOTb NpU3HaYeHHA BUcokocneundiyHnx Ta iHdop-
MATUBHUX IMYHOJIOFIYHUX, MONEKYNAPHO-FeHeTUNY-
HUX MeTOoAiB 0BCTEXEHHS.
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CHRONIC GRANULOMATOUS DISEASE (literature review and clinical case)

L.P. Sakalosh, M.M. Kiselova

Abstract. Chronic granulomatous disease is a primary immunodeficiency disorder, both X-linked and autosomal recessive,
characterized by compromised function of the phagocytic immune system. The disease manifests through severe bacterial and
fungal infections affecting the skin, lymph nodes, lungs, liver, and gastrointestinal tract. Pathomorphological features include
excessive inflammation and the formation of granulomas. This article provides a comprehensive review of the literature on this
disorder and presents a clinical case involving an 8-month-old child exhibiting a typical manifestation: severe mixed bacterial-
fungal pneumonia. It emphasizes the importance of early diagnosis and optimized treatment for chronic granulomatous disease
in children.

Keywords: chronic granulomatous disease, children, primary immunodeficiencies.
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