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[oHeubKuit HauioHaNbHUA MmeauUHUiA YHiBepcuTeT (M. Mapiynonb)

Bctyn. BapiaHTM HENTPOMEeHiYHUX CTaHiB y AiTei
Ly*Ke YNCNEHHI, BOHU € KOMMNETEHLLIEID ANTAYMX remaTo-
noris i neajaTpis. femaTtonor 3aMMaeTbca BPOAKEHUMMU
HeMTponeHiaAMM, HEUTPONEHIAMM Ha TAi mienogucnnac-
TUYHOTO CUMHAPOMY i HEMUTpOMeHiaMKn, Nos’A3aHMMK 3i
3/10AKICHUM 3aXBOPHOBAHHAM. Ane nNepwmnmn, XTo CTu-
KA€ETbCA 3 Liieto Npobaemoto € neaiaTp, Moro 3aBAaHHAM
€ BUABUTU HEUTPOMEHilo, nposectn AudepeHLianbHy
LiarHOCTMKY, BU3HAUYUTM MOKa3aHHA ANA HanpaB/ieHHA
[0 remaTonora.

Meta pocnigkeHHA. [lpoaHaniayBaTM CyyacHWUi
cTaH npobaemun HelTponeHiYHMX CUHAPOMIB. BUcBiTaK-
TV ABa 4-X NiTHIX CNOCTepeXKEHHS AiTel 3 HEMTPOMNeHieto
pi3HOro reHesy, 0cob6MBOCTAMM iX AiarHOCTUKM Ta NiKy-
BaHHA.

HelimponeHis — € CUHAPOM, IO BUABNAETHCA 3HU-
YKEHHAM abcontoTHOI KinbKocTi HelTpodinie (AKH) B
nepudepuyHiin Kposi: meHw 1,0x10°/n y aitet oo 1
poky i meHw 1,5x10°/n y AjiTelt cTaplie poky i AOpoCanX
BHAC/iAOK Pi3HMX NPUYMH i NaTosNoriyHMX cTaHisB [1-5].
MnUTaHHA naToreHesy Ta AiarHOCTUKK Pi3HUX GOPM HeW-
TPONEHI 3a/INLWLAIOTLCA aKTyaIbHUMM [0 TENEPILLHbOTO
yacy.

KinbKictb HeWTpodinis 0,2x10°/n i meHLue, AKke BU-
3HAYAETbCA AK O02PAHY/0UUMO3, HECEe PU3UK BAXKKMUX,
KUTTE3ArPO3/IMBMX iHPeKLUil [1-6]. TaxKKicTb HelTpone-
Hii 3anexuTb Big, AKH B nepudepunyHoi Kposi Ta BNAn-
BA€ Ha YaCTOTY | TAMKKICTb iIHPEKLINHMX 3aXBOPIOBaHb Y
OUTUHK [4-6].

TpuBanicTb *KUTTA HelTpodinis 15 ai6: nponidepa-
LiA B rofIOBHOMY KPOBOTBOPHOMY OpraHy, BilbHa UMp-
Ky/nsuis B notoui nepndepunyHoi Kposi Ta ix pisionoriyHe
pynHyBaHHA. MopyLIEHHA OAHOTO 3 LMX NEPIOAIB KUTTE-
LiANbHOCTI HENTPOdiNiB MoXKe NPUBECTU A0 PO3BUTOKY
Tiel UM iHWOT dopmu HelTponeHil.

Mpoaykuisa HeUTpodinbHUX NelKouuTiB, AK i BCiX
iHLIMX KNITUH KPOBI, 3A4iMCHIOETLCA B KICTKOBOMY MO3KY.
3pini HelTpodinn 3HaxXoAATbCA B KiCTKOBOMY MO3KY B
cepeaHboMy 76 roamH, i ix KinbKicTb B 6araTo pasis 6isb-
we, HiXX B nepudepunyHin Kposi. Lie Baxknnsnin peseps
HenTpodinis, AKi BMXOAATb Ha Nepudepito B BEANKUX
KinbKoCTAX 3a noTpeboto B HKx [1,4,7].

Y nepudepunyHii Kposi HelTpodinbHi NenkoumnTm
3Haxo4ATbCcA 40 6 roAmH i gani nayTb B TKAHWHU, Oe i
BMKOHYIOTb CBOI FO/I0BHY YHKLLitO: 3aXMUCT OpraHiamy
Big, 6akTepianbHUX i rpMBKOBMX IHPEKLIN Wwaaxom daro-
umnTo3y. MMicna 3aBeplieHHA darounTosy HeUTPOodiNbHI
NerKkounTn TUuHYTb | meTtabonisytotbea [1,4,7]. Hel-
TPOMEHIYHI CUHAPOMMU Y AiTel NaTOreHeTUYHO MOXYTb
6yTM HacnigKoM nopyleHHsA mienonoesy B KicTKOBOMY
MO3KY, HacniAKOM MpoLecy nepeposnoginy HentTpoodi-
NiB B NPUCTIHHOMY i LIUPKYNOOYOMY KAITUHHOMY Ny,
NiABULLEHOI AECTPYKLIT rpaHyounTiB B nepudepuyHiin
KpoBi. MONMBO MOEAHAHHA LUUX NAaTOreHEeTUYHUX Me-
XaHi3mis [6,8].
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MceBOOHEMTPONEHIT  TAKOX  XapaKTepusykoTbcA
3MEHLIEHHAM HeUTpodiNiB B LMPKYAIOOYiI  KpoBi,
X04a 3arafibHUI piBeHb HeUTPodiniB 3aNMLWAETbCA He-
3MIHHMM 3@ PaxyHOK BENMKOI KiNbKOCTi afare30BaHHMUX
HenTpoodinis. MOMUIKOBE 3HUMKEHHS YMcna HeUTpoodi-
NniB B 3aranbHOMY aHani3i KpoBi moxe 6yTu nos’A3aHo
3 TPMBANOK AOCTAaBKOK 3pa3Ka KPOBi Big MalieHTa o
nabopatopii (rpaHyNouUTU CXWUAbHI A0 KNamnwuHry). Y
YaCcTUHK AiTell HeMTPOMeHIA Nerkoro CTyneHs B paHKo-
BWIA Yac € BapiaHTOM Hopmu. Lli dakTn HeobxigHo Bpa-
XOBYBATU MPW BU3HAYEHHI iICTUHHOIO HEUTPOMNEHIYHOTO
ctany [1,4,5,7].

MexaHizmu po3sumky HelimponeHil [1,4,6-8]:

1. MNopyweHHA NPOAYKLIii, 3HUKEHHA Myny KiCTKO-
BOMO3KOBOro pesepsy, i/abo 3arnbenb B KiCTKOBOMY
MO3KY.

2. YNoBinbHEHHA BUX0AY 3pinux Hentpodinis B ne-
pudepunyHy Kpos.

3. NiasuweHe pylriHyBaHHA (3MEHLUEHHA Yacy uup-
Kynsauii).

4. lepeposnogin
nyny).

Knacugpikayis HelimponeHiti [3-6]:

3a mpusanicmio nepebiey:

e [10 3 micALiB — rocTpa (TpaH3UTOpHa).

e biiblle HiXX 3 micAuA — XpOHiYHa.

3a cmyneHem maxkocmi:

Nerka — AKH 1,0-1,5x10°/n

CepegHs — AKH 0,5-1,0x10°/n

Baxkka — AKH meHw 0,5x10°/n

Budu HelimponeHiti:

* BpoaskeHa (reHeTMYHO AeTepMiHOBaHa)

* MpuabaHa (AK NpaBuIO, iIMyHHA)

e XpoHiYHa [06posiKicHa HEWTPONEeHis AUTAYOro
BiKY.

Cepeo npudbaHux HelimponeHil sudindaroms:

1. ImyHHa HeliTponeHis (IH): i3oiMyHHa HelTponeHia
HOBOHAPOAMKEHUX, XPOHIYHA ayTOIMyHHA HEWTPOMeHis,
HENTPONEHiA, 3yMOBNEHY aKTUBALLEID KOMMAEMEHTY,
CeKBecTpaLia B cenesiHui,

2. IHdekujiiHo-acouilioBaHa HelTponeHia (BKAOYa-
toun CHIA),

3. HeitTponeHia Ha Tai MienogMcnnacTM4HOro CUH-
apomy (MAC),

4. HeWitponeHisa, noB’A3aHa 3 xapyyBaHHAM (gediuunTt
¢donartis, fediunT BiTamiHy B12, aediunt migi Ta iH.),

5. JlikapcbKo-iHAYKOBaHa HEMTPONeEHis,

6. HeiTponeHus, nos’a3aHa 3i 3105KiCHUM 3aXBOpPIO-
BaHHAM.

MpuabaHa HelTponeHia — ofHe 3 HalYacTiWmX CTa-
HiB B MpPaKTULi ANTAYOro remartosiora i neaiatpa. MNpo-
TiKae cnpuATAnMBo. HalyacTiwa npuyYnHa BUHUKHEHHSA
HEeNTpOoneHi B AUTAYOMY BiLj — Le rocTpi iHdekuii [3,5].
MpakTuyHo Byab-AKa BipycHa i AesKi BuAW 6aktepianb-
HUX IHPEKLIN MOXKYTb CynpoBOANKYBATUCA TPaH3UTOP-
HUM 3HUMKEHHAM KifbKoCTi HelTpodinie B nepudepmny-

(36inblieHHA MmapriHanbHOro
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HOI KpoBi. O4HUM 3 TOJIOBHUX ETIONIOMIYHUX YMHHUKIB
PO3BUTKY i30/1b0OBAHOI HEMTPONEHIi € Bipycu repneTuny-
Hoi rpynu, EnwTeitH — Bapp (BEB), uMTomeranosipyc
(CMV), Bipyc rpuny, renatuty B i C [3,5,9]. Heiltpone-
Hifl B TAKMX BMMaZKax MPAKTUYHO HiKOJIM HE CYnpoBO-
OXKYETbCA YCKNAALHEHHAMM i KyMipyeTbcAa CaMOCTIlHO.
YacToTa iHdiKyBaHHA repneTMyHUMK iHdeKLiamu aiTel
PaHHbOTO BiKYy 3 HEMTPOMEHIiED AOCTOBIPHO BULLE, HiXK
cepen aiten 6e3 HelTponeHii. 3 ornsaay Ha Te, Wo Han-
6iNblUa CNPUNHATAMBICTBY AiTeN [0 repneTuYHnX iHpek-
Ll Big3HavaeTbCA y Biuj Big 5 micauis go 3 pokis, i Nik
OiarHOCTUKM HEUTPONeHii TaKoX AOBOAUTLCA HA PaHHIN
BiKk [10].

Y pAagi BMNagkiB y Aitelt XpoHiyHa HenTponeHis
MoKe ByTM NoB’si3aHa 3 xap4yyBaHHAM, WO Bifbll Xapak-
TepHO ANA PaHHbOro AMUTAYOro BiKy. Bigomo, wo aedi-
umMT BiTamiHy B ,, doniesoi kucnotn abo miai, a Takox
BaXKKUI BiNKOBUI AedilUT MOXKYTb BN/MBATM HA aKTUB-
HicTb mienonoesy i 6yTn NpuMYMHOIO HeWTponeHii. Ane B
OaHOMY BUNAAKY HEMAE i30/1b0OBAHOMO 3HUXKEHHA Yncaa
HelTpodinis, i, AK NpaBMIO, PO3BMBAETLCA TPbOXMa-
pocTkoBa uuToneHus [1,5].

JlikapcbKi-iHAYKOBaAHI HeNTponeHii Ta arpaHynoum-
TO3 3yCTPIYaOTbCA PiAKO, ane Mpu LUbOMY € BaXKKMMMU
yCKnagHeHHAMM dapmaKoTepanii. barato nikapcbKux
npenaparis, BUCTYNatoyn B poi ranTeHoB, onocepeaKo-
BYIOTb PYMHYBaHHA HeWTpodinie abo ix nonepeaHukis
3 YTBOPEHHAM QHTUTIN A0 TPaHYNOUMTIB, TAKOXK MOXKe
6yTn 6esnocepeaHii LMTOTOKCUYHUI edeKT. MMicna Bia-
MiHW NpenapaTy 3HUKHEHHN HeWTponeHii BiabyBaeTbca
3a3Buyait Ha 10-14 poby, ane npu 3HAYHOMY MOLLKO-
OYKEHHi MiefIoiAHOro NapocTKa, Len TepMiH MOXe nepe-
BuLyBaTh 14 fi6 (Tabn. 1).

Y auTayomy BiLi NepBUHHI NpuabaHi HelWTponeHil
npeactassieHi Agsoma Gopmamm — XpPOoHiYHUMK ao06po-
AKICHUMW HENTPOMEHIAMM, LLO BK/IHOYAIOTb ayTOIMMYH-
HY HEMUTPOMEHit0 HEMOBAAT, | ayTOIMYHHUMMK HeUTpone-
HiAMU. IMyHHI abo ayTOiIMyHHi HEWTpONeHii BUHWKalTb
B pe3y/bTaTi NigBuLeHoi AecTpyKuii HelTpodinie nig,
BMNJIMBOM aHTirpaHynouMTapHux aHTuTin (ATAT) [3,10].
HeoHaTanbHa i30iMyHHa HeEWTPOMeEHis BUHWKAE Yy HO-

Tabnuua 1 — NlikapcbKi npenapaTt, 34aTHi BUKAUKATH
HeWTponeHito i arpaHynouuTos [3,11-14]

BOHAPOAMKEHUX BHACNIAOK GETO-MaTepUHCbKOT Hen-
TPOOUNBHON HECYMICHOCTI i TpaHCnAaUeHTapHOro
HAAXOOKEHHA MATEPUHCbKUX aHTUTIN A0 HelTpodinis
HOBOHapoAKeHuX. AK i B pa3i iHWKx IH, npouec moxe
BMPiLLYBATMCA CNOHTAHHO, Yepes 6-8 TUXKHIB, 3 enimiHa-
LiED MAaTEPUHCbKUX aHTUTIN, ane i30/1boBaHa HEUTPO-
neHia cepegHboro abo Nerkoro CTyneHa moxke 36epira-
TUCA Y aiten oo 6-micayHoro Biky [3,5,6,15].

AyTOIMYHHI HeMTponeHii NoAiNATbCA HAa NMEePBUHHI
Ta BTOPWHHI. BTopuHHa IH po3BMBaETbCcA Ha Thi b6yab-
AKOro ayTOiMyHHOrO 3aXBOPKOBAHHA — CUCTEMHOTO Yep-
BOHOrO BOBYaKa, FOBEHINIbHOTO i4iONaTUYHOIO apTpUTy
Ta iH.

XpOHiYHa ayToiMyHHa rpaHyN0UMTONEHUA AUTAYOrO
BiKy mae nobposKicHuIA nepebir, i cnOHTaHHO NpPoOXo-
OUTb B AOLWKiNbHOMY Bili. Y 6inblwocTi BUNaaKis BoHa
NOYNHAETLCA 3 PebPUNBbHOT IMXOMAHKK, KONW | BUABAS-
€TbCA HEMTPOMeHiA B 3aralbHOMy aHanisi Kposi. B no-
OaNnblWOMy rapsAyKka KynipyeTbca, a HelTponeHisa 36epi-
raeTbCs i BUMarae cnocrepexeHHs daxisya. MexaHismu
il BAHMKHEHHA [0 KiHUA He Bigomi. LlikaBum € Tol ¢dakT,
LLLO Ha 3anasibHi NpoLecH BiA3HAYaAETbCA HEUTPODUAbHA
peakduis, xo4a i HeagekBaTHa nogpasHuKy [1,5]. Baxau-
BUM B MiaTBEPAKEHHI AiarHo3y IH € sBuasneHHa ATAT. Y
6inblocTi aitelt BM3HavatoTbea ATAT [3,10,16]. OagHak
pAA AOCNIAKEHb NOKA3ano, WO € AeAKA YaCTKa XBOPUX,
LLLO MAIOTb TUMOBY KANiHIYHY KAPTUHY, a/ie NpU LbOMY He-
raTmsHi Tectu Ha ATAT [3,5,10,16]. HeTponeHisa y Takux
XBOPUMX KNacudikyeTbcA AK igionatnyHa, npote B 6inb-
LIOCTi BUMNAAKIB MAEeTbCA Ha yBa3i il iIMyHHUI MexaHi3Mm.
B KiCTKOBOMY MO3Ky KANiTMHHI CniBBigAHOWEHHA 36epe-
YKeHi, ane € 0bpuB Ao3piBaHHA HelTpodinis Ha cTagii
nanvykosZepHux HelTpodinis. Mpu Lbomy BKpai pigKo
6yBatoTb 3HAYYLL iIHOEKLiMHI yCKNaAHEHHS, LLLO BMMara-
10Tb cneyunoivHoi Tepanii [3,6].

KniHiyHi npoasu i30n1b0BaHOI HENTPONEHIT pisHOMa-
HiTHI, B TOMY 4MCAi no YacToTi iHpeKuinHMx eniszoais. 3a-
NnasieHHs1 POTOBOI MOPOXHMHU (CTOMATUT, FiHTIBIT), iHLWI
3aranbHi iHGEKLUiliHI npouecn (CUHYCUT, OTUT, NHEBMO-
Hif, dnermoHa, cencuc) — BCi Lji CTaHW BMMaratoTb pe-
TE/IbHOTO K/iHIYHOTO aHanisy. BaxknmMBo nam’ataTtu, Wwo
npu HenTponeHii 3aranbHa Bigno-
BiAb CKOpOYeHa, TUMOBI CMMNTOMM
3ananeHHa (6inb, Hanpyra, rinepe-

Ipyna nikapcbKkux 3acobis

NikapcbKuii 3aci6

Mifi TKAHWH) BUpaKeHi cnabko abo
B3arani BigCyTHi, Tomy HeobxiaHWi

AHTUBIOTUKM

neHiunniHm, uedanocnopuHU, BAHKOMILLMH,
reHTamiuuH, KNiHgamiuuH, NiIHKOMiUUH,
uMNpodIOKCaLLMH, KNapUTPOMILLUH,
POKCUTPOMILMH, NiHe30Mi4, HOpdAOKCcaLMH

NOCTIMHUIM  KOHTPO/Ab  KAiHIYHOrO
CTaHy nauieHTa [3-6].
KniHiyHa KapTUHa 3anexuTb Bif,

Cynbdaninamigm,
HiTpodypaHm

TPUMETOMPUM, KO-TPUMOKCA30/1,
HiITpodypaHTOIH, HibypoKcasmag,

BMpPaAXeHOCTi HeuTponeHii. Jlerki
HelTponeHii MOXyTb NPOTiKaTK
6e3cMmMnTOMHO, abo y XBOpPUX BU-

MpoTuBipycHi npenapatn

auiknosip, 3Ma0ByANH, abakasip, iHAMHaBIP,

HUKatoTb YacTi [PBI, nokanizoBaHa

raHUWKAOBIP, BaAraHUWKIOBIP

HectepoigHi npoTusananbHi
npenapartu

aueTuacaniuMnoBa KAUCNOTa, iIHLOMETaLMH,
ibynpodeH, amigonipuH, eHinbyTasoH, ANKNO-
deHak, amiHoOpeHa30H, MeTami3on HaTpito, Ha-
MPOKCEeH, NipoKCcMKam, medeHamiHOBa KMCAOTa

CepueBO-CyAUHHI

npokKaiHamizg, KanTonpua, NPoONpPaHoNon,
meTungona, HipeauniH, NPonaHoOpPMm, aNManuH,

3acobu A

amiofapoH
MpoTucypomHi KapbamaseniH, giazenam, GpeHiToiH,
3acobu Ba/bNpoar HaTpito

IMyHOAENpPecaHTH, NPOTUNYXAUHHI

ankinywoui areHTn, aHTMmeTabonitn, AN —
piTyKcimab, eTaHepuenT, iHpAiKcimab; cynbda-
cafnasuH

bakTepianbHa iHpeKuin, Aobpe nia-
[AETbCA  CTaHAAPTHUM  MeToAam
NikyBaHHA. CepeHbOTAXKKI popmm
XapaKTepu3yTbCA YacTUMu  pe-
UMAMBAMM NOKaNi30BaHOI THiHOT
iHdeKuii, TPBl. Ane, Ak npasuno,
BaXKKi HenTponeHii cynpoBoaxKy-
OTbCA BMPAXKEHOK IHTOKCUKALELD,
JINXOMAHKO, YaCTUMM BaKKMMMU
b6akTepiaibHUMK i FrpUBKOBMMMU
iHpEKLiAMKW, HEKPOTUYHUMK Yypa-
KEHHAMMU CAN30BUX, [AECTPYKTUB-
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HUMW MHEBMOHIAMM, MiABULLEHUM PUSNKOM PO3BUTKY
cencucy i BUCOKOK NETaNbHICTIO NpW HeageKBaTHIN Te-
panii. Ane, moxe 6yTn 6€3cMMNTOMHUIA Nepebir arpaHy-
nouwntosy [3,4,6].

Kniniynuii Bunagok Ne 1. AutuHa f., 01.07.2016
p. H. 3 XpoHiuHOl A06pPOAKICHOI HeUTponeHie au-
TAYOro BiKy, TPUBANICTb cnocTepeXKeHHA 4 poku. Antu-
Ha [., 01.07.2016 poKy HapoAXKeHHA, CNOCTepiraerbca
3 3-x micAYHOrO BiKY, KON BaTbKKM BRepLle 3BepHyAUcA
[0 nejiaTpa 3 NUTaHb BUTOAOBYBAHHA AUTUHM i YacTUX
3pUryBaHb.

3 aHaMHe3y KUTTA: ANTUHA BiA, 1-i BariTHOCTI, yCKnaa-
HEHOI TOKCMKO30M 2-i1 NONOBUHM, Bif, 1-x nepeayacHumx
noJioriB, MATONONIYHMX, 3 NepeaYacHUM BiZllapyBaHHAM
NNALEHTM, NPEEKNAMNNCIED BariTHOI Ba*KKOro CTyneHs,
KecapiB po3TnH Ha 33 TMHi. Hapoauseca 3 macoto Tina
1300 r, posxkuHoto 40 cm, 3a wKanoto Anrap 6/6 6anis.
MNepebyBaB Ha cTauioHapHOMY NiKyBaHHI y BigAineHHi
naTonorii HoBoHapoaKeHux «MTMO 3a0poB’s AUTUHK
i }XiHKn» Mapiynons 3 giarHosom: HegoHoweHicTb 2 CT.,
33 TUKHI, MepuHaTasibHa rinOKCMYHO-ileMiYHa eHueda-
nonarifa, CUMHAPOM MPUTHIYEHHA, aTeNeKTaTU4yHa MHeB-
MoHif, [IH,, 3aTpuMKa BHYTPILIHLOYTPOGHOTO PO3BUTKY
no rinotpogiyHoMy TMny.

Ha neplwomy niBpivdi Nnepworo poKy »MTTa Bi43Ha-
Yanuncs YacTi BigpUKKKM (HaMimoBipHile y 3B’A3Ky 3 He-
3pinocTio coiHKTepis). MpyaHe BMrogoByBaHHA A0 2,5
MicALiB, NOTIM 3MillaHe i WTy4YHe (cymiw XymaHa, aHTi-
pedntokcHaa cymiw). CnoctepiraeTbes Ha «D» 06iKy Y
MiCbKOrO AMTAYOro HEBPOJIOra 3 NMPUBOAY CUHAPOMY Mi-
pamigHoi HegocTaTHOCTI. Y 10-micAYHOMY BiLi NiKyBaBCA
B M. TpycKaBu,i B MixkHapogHii KAiHiLi Bi4HOBHOrO NiKy-
BaHHA 3 AjarHO30M: He3HayHa 3aTpMMmKa CTaTUKO-KiHe-
TUYHOTO PO3BUTKY, CUHAPOM MipamMigHOI HeAOCTATHOCTI.
PerynapHo nposoaunuca Kypcu macaxy, JI®K go 1,5
pokiB. ExoKl — BigkpuTe oBanbHe BiKHO g0 3,6 mm, ane
y 7 micauis ExoKl' Hopma. Y3/l Buno4koBoi 3an03m B 1,5
POKY — 36i/iblUeHHA PO3MipiB BMIOYKOBOI 3a/1031, B 3
pPOKKM — HopMa. Y3[], opraHiB YepeBHOI NOPOXKHUHK Be3
ocobnmsocTeit. He wenneHa. AuTauunii cag, He BigBiaye.
['PBI xBOpi€ He YyacTo — 3-4 pasu Ha piK.

Bnepwe B ciyHi 2017 poky Biui 5 micauis Ha i [PBI
BUABJIEHI 3MiHW B aHani3i Kposi — HelTponeHia (L-5,8 x
10°/n, n-3%, 3-3%), AKH cknano 0,37 x 10°/n. Y nwoto-
My 2017 poky — B aHanisi Kposi — L-8,2 7/n., n-1%, 3-6%,
AKH — 0,57x10°/n. Y HacTynHMX aHanizax Ko/NMBaHHA
AKH B8 2017 poui — Big arpaHynoumTosy (0,2 x 10°/n)
[0 HenTponeHii cepeaHboro cryneHs TaxkocTi (0,88 x
10°/n). Y 2018, 2019 poku KonmsaHHa AKH Big 0,70 x
10°/n po 1,22 x 10°/n. 3Beprae Ha cebe yBary, WO Mnpu
I'PBI, TKl, BiA3HayaeTbcA MigBuweHHA iHAekcy AKH go
2,13-3,2-4,2 x 10°/n. Y 2020 pou, (BiK AUTUHN — 4 POKMK)
KonmBaHHA AKH Big 1,0 x 10°/n (nerkoro cTyneHs TAMXKKO-
cTi) fo Hopmu (1,73-2,26x10°/n). B 3aranbHOMY aHanisi
KPOBIi NPY 3HUXKEHHI YNCNa rPpaHyAoLMUTIB Big3HAYaTUCA
NomipHUi MoHoumTo3 (12-17%) i eosnHodinia (5-13%).
Y 6aTbKiB aHani3 KpoBi B MeKax Hopmu. BukntoueHa um-
KNiYHa HEeNTPOMeHina, 3aKOHOMIPHICTb 3MiHU Ki/IbKOCTI
HelTpoodinis He BU3Ha4YeHa.

B iMmyHHOrpami BigxmneHb He BUABNEHO, PiBHI Ig A,
M, G, E, KomnaemeHT B Me¥Kax BikoBoi Hopmu. ObcTerke-
Ho (MJIP Kposi) Ha renaTuTn A, B, C, Tokconnasmos, BEB
— He BusiBieHo. AT go BIJT — HeraTusHi. Mpn 0b6CTEXKEHHI
Ha repneTuyHy rpyny iHoekuin sussneHo AT go CMV —
110 ED mn. (Hopma ao 6 ED/mn), MJIP KpoBi, cAMHK A0

CMV B 2017 poui — no3nMTMBHA. TakoX no3utmeHa MJ1P
KpOBi, CAMHK Ao repnecy 6 Tmuny. Y matepi AUTUHMU No-
3utmnsHa MMJ1P Kposi i cnnHm go CMV. Baxkamsum B nig-
TBEpAKeHHI giarHo3y IH € BuasneHHa ATAT, npote ue
AOCNIAXKEHHA HE NPOBOAMAOCA Y 3B A3KY 3 TUM, LLLO B /a-
60paTopiax [loHeLbKOro perioHy BOHO He BUKOHYETbCA.

OunTnHa xsopie PBI He YacTo, AUTAYMIA KONEKTUB He
Biagigye. MoapAanuHuK, nopisn, 3i cnis 6aTbKis, roATbca
LBUAKO.

BcmaHosneHuli diaeHo3: XpoHiyHa 00b6posKicHa
HelimponeHia 0umsaYyo20o 8iKy, xpoHiyHa LIMB-iHpeKyis.
OnTMHA He noTpebye nNpoBefeHHs MeAMKaMeHTO3HOI
Tepanii, HeobXiAHO CMOCTEPEXKEHHS, PEryaspHUIA LWO-
MiCAYHWNI KOHTPO/Ib aHani3y KPoBi, A403BONEHO BiABiA-
YBAHHA AMTAYOrO KONEKTMBY MO3a enigemiyHum nepi-
oaom, npu pisHi AKH suuwe 0,5x10°/n; npotunokasaHa
BaKUMHALIA XMBMMWU BaKLMHAMM, BaKUMHALiA iHAKTU-
BOBaHMMM BaKLMHAMM MOXKAMBA 3@ YMOBM CTIMKOrO Nia-
BULLEHHA piBHA HelTpodinis.

Halibinblw Ba*KKMMM, Xo4a i BKpaW pigKicCHUMKU cTa-
HamMK € BpoOAKeHi HewWTponewii (BH) [3,7,17,18]. o
BPOAMKEHUX 3aXBOPOBaHb, fAKi CYNpPOBOAKYIOTbCA Hel-
TPONEHIYHMM CUHLPOMOM, BiIAHOCATb: MEPBUHHI iMmy-
HoaediuMTHI cTaHKu (xBopoba BpyToHa, Wo 3uenneHa 3
X-Xpomocomoto, AicramarnobyniHemisi, pPeTUKYASPHUINA
An3reHes i iH.), reHeTUYHO 0BYMOBNEHWI arpaHyIoOLn-
TO3, XBOPO6M HaKonMueHHs (aungemis, rnikoreHos), pe-
HOTUNIYHI aHOManii (BpogsKeHuit amckepatos). OgHak
nig TEPMIHOM «BayKKa BpoAKeHa HelTponeHis» (TBH)
Ma€TbCA Ha yBasi i30/1bOBaHa, HeCMHApPOManbHa dpopma
HenTponeHii [2,8,17,18]. MpubansHo B 20% BUNAAKIB
BH ycknagHioeTbesa po3smuTkom M/C/abo roctporo mie-
nonenkosy (FMJ1), B 38°A3Ky 3 UMM HeobxigHWU perynsap-
HWIM KOHTPO/Ib MIENOTPAMU i LUTOrEHETUYHMX NOPYLUEHD
[2,19]. TBH B 10% BMNagKiB 3aKiHYyETbCA CMEPTENbHO
[17].

L[l0 roN0BHMX reHiB nowkoaKeHux npu TBH, sigHo-
catTbcs ELANE (ayTOCOMHO-AOMIHAHTHWI TWUM Cnaaky-
BaHHA), HAX (ayTOCOMHO-peLLecuBHUIN TUN cnagKyBaH-
HA), WASP (X-3uenneHui TMn ycnagkyBaHHA) i geaki
iHWi [2,17,20-22]. OgHak myTauii B reHi ELANE, ycnagxo-
BaHi 32 ayTOCOMHO-A0OMiHAaHTHUM TUMOM, BUABNAIOTLCA
y 60-80% naujieHTiB 3 TBH/LIH, yacto xapakTepusyoTbea
0Cob6NMBO TAXKMM Nepebirom 3axBOptoBaHHA, pesnc-
TEHTHICTIO 40 Tepanii rpaHyA0LUTaPHUM-KOIOHIECTUMY-
nooumm dpaktopom (M-KCP) i possutkom MAC [23].

Hali6inbl BaxkKoto GpopMoto cnagKoBoi HEUTpONeHil
€ cuHOpom KocmmaHa (Oumavuli 2eHemu4HUl az2paHy-
704UMO3), AKWUM XapaKTepPU3YETbCA ayTOCOMHO-peLe-
CMBHOWO nepegaveto gedpekTHoOro reHa. Lein cnHgpom
onucaHuit B 1956 p. R. Kostmann y 14 pitei, 6aTbKK
AKMX nepebyBann B KPOBHil cnopigHeHocTi. Bei ui gitm
nomepan Ao 1 poKy XKUTTA Bif 6akTepiaNbHUX iHDEKLI.
Halibinblw BaxkKMMKM NposaBamu XBopobu € reHepasiso-
BaHMI cenTUYHKUI npouec. Po3BuTOK cuHapomy Koctma-
Ha noB’A3ytoTb 3 MyTaljieto reHa HAX [3,4,6,7,17,24-26].
B OCHOBiI CMHOPOMY NeXUTb NOPYLWEHHA A03piBaHHA
HenTpoodinis B KICTKOBOMY MO3Ky. Y Mienorpami npucyT-
Hil TinbKn nponidepyrounin nyn (mienobnactu, npomie-
JlouiTK, Mienouiti), 3pini KNiTMHWU NOOAMHOKI. Y NiKyBaH-
Hi peKoMeHAYETbCA A0BIYHO BUKOpUCTOBYBaTU [-KCO.
it 3 cuHapomom KocTmaHa BigHOCATbCS 40 rpynu pu-
3mky no r'MA i MAC.

PiakicHolo dopmoto cnagKoBOro HeWTPOMeHiYHOro
CUHAPOMY, LLO CMOCTepiraeTbCA B AUTAYOMY Billi, € yu-
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KniuHa HelimponeHis (LUH), Aka ycnaaKoBYeTbCA AK pe-
LEeCUBHMUM LWWAAXOM, TaK i AOMiHaHTHMM. Bnepwe UH
onucaHa B 1910 p. M. Leale y AUTUHM 3 peumanByOUMM
bypyHKyNbo30oM. LMKAiyHOW UA HelTponeHis HasuBsa-
€TbCA, TaK AK MAE YiTKi YacoBi paMKu [ebtoTy 4eproBoro
Kpu3y (B cepeaHbomy 4-5 Ai6) i 4iTknit nepiod mixk Hana-
Aamu (2-4 Tmkni) [3,4,6,7,17,27]. B ocHoBi xBOopobu ne-
YKUTb NOPYLUEHHA perynauii rpaHyioLuTonoesa, MmyTaLia
reHa, Lo KOAYE CMHTE3 efnlacTasn HenTpodinis. KniHivHi
NPOABKN 3BOAATLCA A0 PEryaspHO arpaHyaouuTosy, Lo
NOBTOPIOETLCA, 3 iIHTEPBANOM HacTiwe B 3 TWXKHI. Y nepu-
depuuHilt KpoBi B Lel nepiog cnoctepiraoTbca NenKo-
neHis, NOOAMHOKI HeUTPodin, MOHOLMTO3, e03MHODI-
nia. Y mienorpami BiacyTHi 3pini HeriTpodinm, 36inbweHo
4ncno MoHouuTiB, eo3nHodiniB. KinbKicTb HeNTpodinis
NOYMHAE 3HUXKYBATUCA 3a 1-3 AHI A0 KAiHIYHUX NpoABiB,
arpaHynoumMTo3 TpumaeTbea 3-5 gHis, nicna yoro nae
3POCTaHHA HenTpodinbHUX nerkoumTie. 3a 2-3 AHI 4o
PO3BUTKY arpaHy/loLMUTO3y PEKOMEHAYETbCA BBOAWUTU
M-KC® po Hopmanisauii aHanizy nepudepuyHoi KpoBi.
Kpim TOro, npu arpaHynouutosi HeobxigHa aHTMbOaK-
TepianbHa Tepanis (ABT) i, B Ay)Ke Ba)KKMX BUNaAKaXx,
BBEJEHHA BHYTPILWHbOBEHHOTO iMmyHornobyniHy (BIT).
KniHiuHo LH npoTikae 6inblu cnpusatameo, iHbekuii Bu-
HUKaIOTb B Mepios remMaTonoriyHoOro Kpusy, ane cmept-
HicTb Big, iHdeKui npu LH noxoauts no 12% [6,17,27].
KniHiuHui Bunagok Ne 2. Autnna 4., 20.07.2016 p.
H. 3 MepBUHHUM iMmyHOAEILLUTOM — BaXKKa BPOAKEHa
HeliTponeHia (D72.0), o6ymoBneHa nNaToreHHOo rete-
po3urotHoto myTauieto B reHi ELANE. JlimponeHia He-
yTouHeHa. TpuBanictb cnocrepexkeHHA 4 poKu.
Ckapau: Ha YacTi iIHPeKLii, 3MiHM B aHaNi3ax KPOBi.
AHamHe3 yumma: Big, |-i BaAriTHOCTI, WO NpoTikana
HOpManbHO, i dpizionoriuHMx nonoris Ha 39 TMKHI. Maca
Tina npu HapogXeHHi 3950 r, noBXuHa 48 cm. Ha 1-my
poui *utta — B 2,5 micaui nepenic MPBI, roctpuii 6poH-
XiT; B 3,5 micaui — [PBI, B 5 micALiB — rpun, ycKnagHeHUM
nHeBMOHi€eto (nepebyBaB Ha rocnitanisadii, orpumysas
ABT), B 8 micauis — ¢ypyHKyN Ha Hoci (rocnitanisauis,
ABT), NOBTOPHI AYMEHI. DypyHKYA Ha BepXHi ry6i. Micnn
1-ro poKy XUTTA nepeHic iHpeKLii: NOBTOPHI cTOMaTUTK
(mexaHiuHe TpaBMyBaHHs), abcuec BepxHbOI rybu. 3 1,5
POKiB MOBTOPHI aHriHM — 4 eni3oga (KoXeH pa3 oTpumy-
BaB LedTpiakcoH no 5-7 aHis). Y 1 pik 10 micsuis nepeHic
iHpEKUiMHNI MOHOHYKNEO3, niaTBeparkeHuit nabopa-
TOPHO; B 2 POKMU — afileHOBIpyCHa iHbeKL, s, ycKnaaHeHa

no3anikapHAHO MHeBMOHie0. CnafKoBM aHamHes
06TAKEeHMI: y 6aTbKa LLIH (LMKA KOXKHI ABa TUXKHI).

BigxmneHHs B NabopaTopHUX TeCTax — 8i0 a2paHys1o-
yumosy 00 eaxckoi HelimponeHii 2700 Kn/Mk#, nimdo-
neHin, nerka aHemia. B imyHorpami Big 25.11.19 nimdo-
untn 2200 Kn/mKn, 3HauHa CD4 nimboneHun 22% -484
KA/MKA, NOMipHe 3HUKeHHA B-nimdpouuTis. BIN1 — Hera-
TUBHUN.

3 25.11.2019 p. gutnHa obcTexkyBanacb B KMiBCbKii
MICbKiV AUTAYIN NikapHi 1.

Mienozpama eid 26.11.19.: npenapaT NMOMIPHO Ti-
nouentonspHi (aomiwKkn nepmudepryHoi KpoBsi), 3ByKe-
HUI MIENOIAHWI MAPOCTOK, MiABULLEHO BMICT 61aCTHMX
KNiTUH (7,2%), reTeporeHHnX 3a MopdonoriyHMmMmn 03Ha-
Kamu; NigBULLEHUIA BMICT MOHOUMTIB, NPOMOHOUITIB i
eo3unHodiniB. 3ycTpivaroTbca ABOXSAEPHI popmM nnas-
MaTUYHUX KNiTWH (Tabn. 2).

IMyHHOYUMONO2iYHe  00CNiOHEeHHA  KicmKogozo
MO3Ky 8i0 26.11.2019: mienobnactm CD45low/CD34+/
CD33+/CD19-/CD7-, wo craHoBAATbL 1,76%, nonepe-
OHVKK B-nimponoesy CD45 low/SS low//CD34+/CD19+/
CD33-/CD7, wo cknagatoTte — 1,99%, 3pini moHoUMTH —
8,2%, npomoHou,iTM — 6%.

IMyHHO2pama. 3aranbHuii BMICT nimébouunTiB no-
MiPHO 3HMXXEHO 33 pPaxyHOK NPOMopLiMHOro NomipHo-
ro 3HWMKEHHs KinbKocTi B-nimdbouuTie i T-nimdouyuTis.
B T-KNiTMHHOMY NaHLIO3i BiA3HAYAETLCA 3HAYHE 3HU-
YeHHA KinbkocTi CD4 + T-nimdpoumTis (B 2 pasun HUK4e
HUXXHbOT MeXKi HopMu) 3i 3HUKeHHAM CD4+/CD8+ cnis-
BigHoweHHA #0 0,61. 3micT HaTypanbHUX Kinepis mexax
Hopmu. Ekcnpecia anTureHy HLA-DR Ha moHouuTax He
3HUKeHa (Tabn. 3).

Pe3ynemamu eeHemuyHo20 obcmexceHHA B nabo-
paTopii Invitae (CLLUA) Big 23.12.2019: One Pathogenic
variant identified in ELANE. ELANE is associated with
autosomal dominant neutropenia.

MosTopHa rocnitanisauia B KNMiBCbKY MiCbKy AUTAYY
KNiHIYHY nikapHtio N2 1 B ciuHi 2020 p. MOHITOpPUHT 3a-
rasbHOro aHani3y KpPoBi HaBeAeHUI B Tabn. 4. IHPeKLiT:
21.01.2020 — $pebpunbHa HEWUTPOMEHiA, FOCTPUIN TOH-
3UNiT, roctpuin ageHoianT; 14.02.2020 — ¢debpunbHa
HelTponeHisa, peakTUBHUI NiMdaaeHiT, arpaHyN1oumMTOo3,
oTpumyBaB LedanocnopuHu Il nokoniHHa; 16.02.2020 —
I-KC®, yactkoBa Bianosiab (3 42 oo 64 kn/mkn). Yepes
24 roanHu noBTOopHO M-KCP — HenTpodinm nigsnwmnmca
00 1558 kn/mkn. OTprmyBaB KO-TPUMOKCa30n 5 mr/Kr/
CYyT 3a TPMMETONPUMOM, HiCTaTuH, 3apcio (dinrpacTim)

0,3 mn 300 mkr/0,5

Ta6bnuua 2 — MyHKTaT KiCTKOBOro MO3KY Big «26» aucronaga 2019 poky MA 16.02.2020;
KAiTUHHWI enemeHT % Hopma | KaimuHHuii enemeHm % Hopma | 17.02.2020.
Bnactu 72 ] 0111 | MoHouutun 18,4| 0,7-3,1 Y antnHn bys gia-
MpomienoyunTm 2,0 1,0-4.1 | Nimdountn 31,8 | 4,3-13,7| THOCTOBaHUI [lepguH-
mienouuTn 0,6 7,0-12,2 | MnasmaTUyYHi KAITUHK 0,4 | 0,1-0,18| HUU imyHodegpiyum
Helitpo-dinbHi | meTamienountn | 0,6 | 8,0-15.0 | Makpodaru - VGGMKG ?POOMGHU
rPaHyNo-unTM | nanmykoagepHi | 6,4 12,8-23.7| Eputpobnactu 0.2-1,1 Helimponenis (D72.0),
cermeHToAagepHi| 9,6 13.1-24,1 bazodinbHi 0,2 | 1,4-4,6 obymoenera namo-
E03MHO®INIbHI FpaHynoLUTH 54 | 0,5-5,8 2/?:2_"‘_3_ Nonixpomato-dinbHi| 6,0 | 8,9-16,9 2eHHoto 2emeposu-
ba3oodinbHi rpaHynounTH 0,4 0,0-0,5 OKcndinbHi 11,0 | 08,-5,6 zomHo'Lo Mquwe'lo 8
- - - P— eeHi ELANE. Jlimgpone-
Yci rpaHyniounTapHi enemeHTn 25,0 Yci epuTpOiAHi enemeHTH 17,2 .
IHAeKC fo3piBaHHA IHAeKe po3piBaHHA HIA HEYMOYHEHA.
HeliTpodinis 02 | 0608 epuTpoKapiouuTis 099| 0,8-0,9 PEKOMGI.-LE.I,OBaHO:
Neiiko-eputpoiaHe 48 | 35.4:1 0| KicTkOBOMO3KOBMIA . 1 K’_'”H'Ko'na60'
cniBBiAHOWEHHA ! T T | pertikyntom PATOPHO-IHCTPYMEH-
KinbKicTb _ 11/ | 35-40/ LleAlonApHITH Npenapaty MomipHo Ta/IbHUN  MOHITOPUHT:
MerakapuoumTis npen | npen. 3HMKEHA KOHTPO/b remMorpamm
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He pigwe 1 pasa B TUXAEHb, KOHTPOb
Mi€siorpamm pas Ha nispoky (pusmk MDS/

Tabnuua 3 — ImMyHHOUuMTONOriYHE AOCAiAXKeHHA cybnonynauii
nimoouutis nepudepunyHoi Kposi Big 25.11.2019 p.

OML). 3HayeHHA
2. CtBopeHHA He3nevyHnx ymos npo- MoKasHuUK R Hopma, % | A6con. 3H.| Hopma,
YKMBAHHA (3a6OPOHEHI TBAapUHW, POCAU- % (1-6 pokis) x10°/n | x10%/n
HW B ropLimkax). 3ab6opoHeHo NpUMmaTH | flimdpountn 40 38-53 2,2 2,9-5,1
npobioTUKMK. B- nimpoumnTy
. 25 21-28 0,55 0,7-1,3
3. 3abopoHeHi wenneHHA uBumm |(CD19+/ CD20+)
BaKUMHaAMM (BLL)-K' KHK' BiTpﬂHa Bicna)_ T-nimpountn (CD3+) 64 62-69 1,408 1,8-3,0
4. Ko-Tpumokcason 5 mr/kr/geHb 3a | T-xennepu (CD3+/CD4+) 22 30-40 0,484 1,0-1,8
TPMMETONPUMOM B 2 npuiomn 3 pasu B T-QY”PEC%%VQQL}EB?:JKCM”H' 36 2532 0,792 0,8-1,5
TUKAEHD (3 4Hi NoCNinb) A0 Hopmanizawi | KRN ( ) B ay—r
nimeoumTie. CD3+/gamma/delta+ 7’33?::3;0 1’6-8(£g§’+'3|('ﬂ vl
5. [-KCP 10 mkr N/K, PN KINBKOCTI [epatn e 0,48 ycix | 0-1,0% Big, ycix
He”Tpod?'“'B MeHwe 1000 kn/mkn - 0,3 (double positive T-cells) CD3+kn CD3+kn1
mn 3apcio (pinrpactim) (300 mkr/0,5 M) | T-NK-( CD16/56+/3+) 6,86 2-4 0,151 | 0,04-0,4
3 pa3n Ha TKAeHb. KOHTpOAb remorpa- |HatypanbHi
. 8,3 8-15 0,183 0,2-0,6
MU WOTUXHA nepen sBegeHHAM [-KCO |kinepu (CD16/56+/3-) ’ ’ T
[NA KOpeKLi o3u i KpaTHOCTi BBefeHHA. | CniBsiaHowenHs CD4/ CD8 0,61 1,0-16
JlabopamopHa  diaeHocmuka. Mpu | CD3+/HLA-DR knitnHm 12,3 210 0271 0,32-0,48
BUABNEHHI HelTponeHii B 3aranbHomy |(2KT4BOBaHi T-nimboumTy)
.. . . . MoHoumnTH o . o
aHanisi KpoBi HEOOXiAHO WOMicAYHE Mo- (CD14+/ HLA-DR+) 96% Binbwe 88%

BTOpHe (He meHLwe 3-x pasis) JoCNiAKeH-
HA uucna HenTpodinie. [ocnigKeHHa
KICTKOBOrO MO3Ky NpoBOAATb NPW i30/1bOBaHill HEUTPO-
neHii TAXXKOro Ta cepefHbOro CTyneHA TAMXKKOCTI ANA BU-
3HauyeHHA MMbMHU Mmienocynpecii, BUKAOYEeHHA TMIJI,
nepeg, noyatkom tepanii M-KCP. MonekynapHo-reHeTny-
He JOCNiAKEeHHA HeobXiAHO ANA BUABNEHHA rEHETUYHMUX
BMMNaAKiB HelTponeHin [10,12].

DocnigxkeHHa ATAT moxe AONOMOITU B AiarHOCTML
ayToOiMYHHOI HeUTponeHii, ane 060B’A3KOBO HEObXiAHO
BPaxOBYBATW KJiHIYHI AaHi Ta pe3ynbTaTh AOCNIAKEHHA
KiICTKOBOrO MO3KY, TOMY, LLO Lii TECTU MOXKYTb BYTH fK
XMBHOMO3UTUBHUMM, TaK i MOMWIKOBO HeraTUBHUMMU
[9,12]. IHWi nabopaTopHi TECTU MOXKYTb BK/IOYaTU [0-
cnigxkeHHa OHK i PHK iHdeKuin metogom MNP, gocni-
OXKEeHHA KOHUeHTpaUii BiTamiHy B12, donieBoi Knucnotu,
miai [12].

JlikysaHH=A i301b08aHOI HelimponeHii [9,13]. Tepanis
i301bOBaHMX HEWTPOMEHIM 3aneXKUTb Big, HAafABHOCTI Ta
TAMKKOCTI iHpeKUiiHOoro enisoay. Y Bunaakax npuabdaHoi
NIETKOT i NMOMIPHOT HEMTPONEHIT PU3UK PO3BUTKY BaXKKUX
iHGEeKLiMHMX 3aXBOPIOBaHb MiHIMaNbHUIA, TOMY [0LiNb-
Ha BUYiKyBa/ibHA TAaKTUKA BEeAEHHA NaLLieHTa, B binbwoc-
Ti BMNAAKiB HEMUTpPONeHiA BUPILLYETbCA CaMOCTiNHO. Y
BMUMaAKax TAXKKOI HelTponeHii Ta arpaHynouMTo3y no-
KasaHa rocnitanisauia AUTUHKU B CTALiOHap, NiKyBaHHA
CnpAmMoBaHe Ha 6opoTbOy 3 iIHOEKLIAHMMK YCKNAAHEH-
HAMM.

JliKkysaHHAa HelimponeHil 8Kn4ae:

1. BasucHy Tepanito: HecneuyndivHy i cneundiyny.

HecneuundivyHa — aHTMBIOTUKM, NPOTUMIKPOBHI 3aco-
6u.

CneundiuHa — T-KCP, Bucokogososuin BII, TpaH-
cnaaHTauis ctoBbypoBux KaituH (TCK).

2. MaToreHeTMYHa Tepanis.

3. CumnToMaTUYHa Tepanisa (*Kapo3HMKyoUi Ta iH.).

MamozeHemu4yHa mepanis 8podxceHux Helimpore-
Hili:

1. [-KCP (dinrpactim, neHorpactim) — eguHUIA Oo-
CTYNHUI edeKTUBHUIN 3acib, 3a/MLLIAETLCA «30/10TUM
CTaHZapTOM» NliKyBaHHA naujieHTis 3 TBH [3,4,9,11,28].
Ane 10-15% xBopux He BignoBigalOTb Ha L0 Tepanito.
Tepania M-KCP cnpsmoBaHa Ha NiATPUMKY PiBHA Hel-
Tpodinis noHaz 1000 B 1 mKkn. [lo3yBaHHA i KpaTHICTb
BBeAEHHA nigbupaetbca iHAMBIAyanbHo. [loyaTKoBa
[03a 5 MKr/Kr macv Tina 1 pas B AeHb. MNpu BiacyTHOCTI
BiANOBIA} KOXHI 7 AHiB A03a 36inblwyeTbes Ha 5-10 mkr/
Kr/CyT 4,0 TOTO Yacy, KOAu KiNbKicTb HeMTpodinis B nepu-
depuyHint Kposi gocarHe 1,0-1,5/10°n. B ocTaHHi poKu
BMKOPUCTOBYIOTb CXemM KombiHoBaHOI Tepanii M-KCP
(novaTkoBa f03a 5 Mr/Kr i Aani no epekTy il NigBULLEHHS
00 50-60 Mr/Kr) + HiKoTMHaMmIZ, (BiTamiH Bs) 20 mr/Kkr oo
4-x TUXKHIB [3,4,12,28].

2. Mpwu BigcyTHOCTI edekTy — mienoTpaHcniaHTaLin
(TKM).

MamoeeHemuyHa mepania npudbaHux Helimpone-
HIl [9]:

1. Bucokogo3osuit BIl: BHYTPilLHbOBEHHO-Kpanesb-
HO, A03a pa3oBa — 1 r/Kr, Kypcosa 2-3 r/Kr npotarom 2-5
AHiB. NigBuweHHA HelTpododinis Big3HaYaeTbecA Yepes 48
rogvH i gocArae makcumymy ao 7-10 gHA. MNpenapatu
BIl": oktaram (ABcTpis), iHTparnobiH, neHtarnobuH (Hi-
Mey4mrHa), immyHoBeHiH (Pocis), ramimyH (CLLUA), 6ioBeH
MOHO (YKpaiHa) Ta iH.

2. [-KCo.

3. [NIOKOKOPTIKOIgM B cepeaHix i BUCOKUX AO3ax.

Tabnuua 4 — MoOHITOPUHT 3arasibHOro aHani3y Kposi B ntotomy 2020 poky

[ata L, n c FaHyn 3 6 M n Nimd Ep, He Tp, LLIOE
10°/n % % KN/MKA % % % % KN/MKA 10%%/n r/n 10°/n MM/Y
14.02. 4,2 0 1 42 4 1 69 25 1050 3,7 112 350 12
17.02* 8,0 3 5 640 5 1 67 19 1520 3,7 110 330 36
18.02* 8,2 5 14 1558 6 1 45 29 2378 3,7 112 300 26
20.02* 4,8 1 18 912 12 1 31 36 1728 3,7 112 300 18

MpumiTka. * Ha doHi BBeaeHHA M-KCO.
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BuKopucTaHHaA M-KC® naTtoreHeTUYHO 0BrpyHTOBaHO  36i/blUyOTb PU3MK PO3BUTKY iHdEKUil. MoKasaHHAMM
B pasi TAXKKOI HeWTponeHii Ta arpaHynounTosy [3,28]. 40 iX NMPM3HAYEHHA MOXKYTb BYTM peunanBu iMyHHOTO
BeeneHHa M-KCP ona miaTpUMKM umcna rpaHyouMTiB  arpaHynounTosy [2]. TpaHcnnaHTaLid reMonoeTUYHMUX
21,0x10°/n pocutb Ana 3abesnedveHHA NpOTU iHOEK-  cTOBBYPOBMX KAITUH MOKe BYTU PO3MIAHYTA AK METoZ,
LifHOrO 3axucTy A1A 6aratbox nauieHTis [9,11]. PeXXUM  panukanbHoi Tepanii nwe y BUHATKOBMX BUNaaKax (BH
BBefieHHA M-KCP moske ByTy pisHUM (ogHA abo Yepes  rqukoro crynens) [12].
OeHb, NpoTsarom b6aratbox pokis) [11,12]. MNerinipoBaHuit BUCHOBKM. KOMeH BUNazfoK HelTponeHii notpebye
(?f MPO/IOHrOBaHO0 ,u,igo) I-KCP mae I'IEB":” NEpeBarm B npopepeHHA peTesibHOI AudepeHLianbHoi AiarHocTu-
NIRYBaHHI HEUTPONEHIN, TOMY LLO OAHA WNOTO 03a 33~ ) gy 13payeHHA NATOrEHETUYHOTO MEXaHi3My PO3BUTKY

MIHIOE LN Kypc iH eKuin HeneriniposaHHoro -KC®, " . .
4 yp N, 4 P 7" HeWTpONeHil y AUTUHM, WO HeobXigHO AN KOPEKTHOI

ane AoCUTb O0POrniA, BUKOPUCTOBYETLCA Y MiANITKIB i . N
NOCTaHOBKM AiarHosy, BMbopy NpaBuIbHOI TaKTUKM Be-

popocnux. Tpueane BukopuctaHHA -KCD npu nikyBaHHi . ..
P . . [OEeHHA XBOPOro i NpoBeAeHHA oNTMManbHOI Tepanii. He-
XpoHiroi BH niasuLLye pusuk possutky TM1. Maujen- CBOEYACHICTb B MOCTAHOBL,i TOYHOrO AjarHo3y, 0co611BO
W, WO He BignosigaTb Ha Tepanito M-KCH, sumaranm o Y p," y’,,,
TBH, ni3HiM no4aToK natoreHeTM4HOi Tepanii Npu3Bo-

nigBuLLeHHA 403K Binblw HiK 8 MKr/Kr/cyT, manu 6inb- : - ) )
WWPt PU3MK PO3BUTKY TMJ1, HiK NaLieHTH, AKi oTpuMyBa-  AUTb A0 BXKKNX IHOEKLiHNX yckNaAHeHb | cmepTi na-
v MeHwWwi gosu [10]. Tepania M-KC® 3abesneuye gobpy  LIEHTIB.

AKICTb YXUTTA Y NaLieHTiB. Ha CbOroAHilwHil AeHb Hemae Tinbkn cniBApYXKHICTb neAjaTtpis, AUTAYMX remato-
anbTepHaTUMBHMX NiKapCcbKnx 3acobis aHanoriyHoi epek-  /10MIB, IMYHO/IOTIB, HEOHATO/IONB | CTBOPEHHA EANHOTO
TMBHOCTI [11,28,29]. PEECTPY XBOPUX 3 HEWTPOMEHIED CNPUATUMYTb AK NO-

[MIOKOKOPTUKOCTEPOIAM MiABULLYIOTb YMCAO Hel-  AAJbLIOMY BUBYEHHIO Li€i npobnemu, Tak i onTumizauii
Tpodinis, ane He CTMMyAOKOTb X MNPOAYKLiO, NpW  anropuTmy AiarHOCTUKK Ta iHAMBIAYaAbHOIO Niaxoay A0
LbOMY BOHW 3HWXKYHOTb MPOTUIHPEKLiINHUIA IMYHITET i NiKyBaHHSA pi3HUX Gopm HeWTponeHii y aitei.
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HEMTPONEHIT B MPAKTUL,I NEAIATPA: ETIONOrIA, NATOMEHE3, KNACU®IKALLIA, OIATHOCTUKA, NIKYBAHHA
(ornaa NITEPATYPU TA BJTIACHI CNOCTEPEXKEHHA)

KoHloweBcbKa A. A., MapxomeHko T. A., baanuesuesa I. B., TumowunHa O. B., Akumosa /1. T.

Pestome. CTaTTio npuceadYeHO Npobnemi AiarHOCTUKKM Ta NiKyBAaHHA HEMTPOMEHIYHUX CTaHiB y Aiteit. 3pobne-
HO NiTepaTypHUI OrNAL Cy4aCHOTO YABJIEHHA NPO eTioNorito, MAaTOreHeTUYHI BapiaHTK, Knacudikauito, nepebir, Kni-
HiKy, CNoCTepeXKeHHA Ta /liKyBaHHA HEUTPOMEHIYHMX CTAHIB. YTOUYHEHI CTyMNeHi TAXKKOCTI HEMTPOMeHii, BK/OYaoun
arpaHynountos. O6roBopeHo BUAN HENTPOMEHIN: BPOAKeHa (reHeTUYHO AeTepMiHOBaHA), HabyTa i XpoHiyHa Ao-
bposKicHa HelTponeHia AUTAYOro BiKy. MpoBeAeHO PO3MEXKYBaHHSA KOMMETeHLii neaiaTpUYHOI Ta remaToNoriYHol
cnyK6. MpoaHanizoBaHO MNOHATTA MCEBAOHENUTPONEHIYHOMO CUHAPOMY. BUKNAAEHO NPUYMHUM NPUABAHUX HEWTPO-
nexin. NMigkpecneHo, wWo npuabaHy HelTponeHMUto HeobxigHO AndepeHLitoBaTM Hacamnepeq 3 i30iMyHHOI HeWn-
TPOMNEHIED HOBOHAPOAKEHMX, 3 HEMTPOMNEHIED Ha TNi MIENOANCNNACTUYHOIO CUHAPOMY; iHEKLiHO-acoLinoBaHy
(Bkntoyatoum CHIZL); noB’A3aHy 3 XxapuyBaHHAM (aediunT donartis, AediunT BiTamiHy B,,, AediunT migi, Ta iH.); BUKAK-
KaHy pajjiaLi€to; NiKapCcbKo-iHAYKOBaHY; NOB’A3aHY 3i 3N10AKICHUM 3axBoptoBaHHAM. HaBefeHO BAacHe KAiHiyHe 4-x
piyHe crocTeperkeHHs nauieHTa 3 XpoHiYHOW A06POAKICHOK HEUTPONEHIED ANTAYOrO BiKy. [aHa XapaKTepuCcTMKa
BPOAKEHUM HEUTPOMNEHIAM Ta HEUTPOMNEHIYHNUM CMHAPOMAM, OCBiTIeHa iX labopaTopHa | reHeTUYHa AiarHoCTUKa.
HaBeaeHo BnacHe K/iHiYHe, TaK caMo 4-X NITHE, CNOCTEPEXKEHHA AUTUHU 3 [TepBUHHUM iMmyHOoAedILMTOM — BaX-
KO BPOAXKEHOI HeWTponeHielo (D72.0), 0bymoBaeHO NaTOreHHO reTepo3mMroTHo MyTauieto B reHi ELANE 3
HeyToYyHeHoto fimdoneHieto. ObroBopeHi AndepeHLianbHa A4iarHOCTUKA, NiKyBAaHHA Ta NJ1aH Harna4y 3a NaLi€HTOM.
BMCBiTAEHO 3arasibHi NPUHLMNIW NiKyBaHHA NALLIEHTIB 3 HEUTPOMEHIELD.

KniouoBi cnoBa: HellTponeHis, 4iTh, BpoAsKeHa, HabyTa, NiKyBaHHS.

HEMTPONEHUW B MPAKTUKE MEAWATPA: 9TUOJIOTUA, MATOTEHE3, KNACCUGUKALMA, AUATHOCTUKA, NE-
YEHUE (OB30P JIUTEPATYPbl U COBCTBEHHbIE HAB/IIOAEHUA)

KoHlowesckas A. A., MapxomeHko T. A., banbiuesuesa WU. B., TumowunHa O. B., Akumosa /1. I.

Pestome. CTaTbs NoceslLeHa Npobaeme ANArHOCTUKM U IeYEeHUA HEUTPOMEHUYECKUX COCTOAHUN y aeTelt. Cae-
JlaH INTepaTypHbI 0630p COBPEMEHHOro NpeacTaBAeHMUA 06 STUONOMMM, NAaTOreHEeTUYECKMX BapmaHTax, Knaccudu-
KauuMu, TeYEHUU, KNIMHUKE, HABAOAEHUN U NeYeHUN HEUTPONEHUYECKMX COCTOAHWUMN. YTOUHEHbI CTENEHU TAXECTU
HEeWTPONEeHUN, BKAOYAA arpaHynoumTos. O6cyKAaeHbl BUAbI HEMTPONEHWI: BPOXKAEHHAA (reHeTUYeCcKn AeTepmu-
HWPOBaHHAA), NPUOBPETEHHAA U XPOHUYECKAn AOOPOKAYECTBEHHAA HENTpoMneHMsa AeTCKoro Bo3pacTa. [posese-
HO pasrpaHuMyeHre KoMMeTeHUMU NeauaTPUUYecKon U rematoniormyeckon cay:kb. MNpoaHannsnpoBaHoO MNoHATUE
NnceBAOHENTPONEHNYECKOTO CUHAPOMA. M3N10XKEHbI NPUYUHBI NPUODBPETEHHbIX HEUTPOMEHUI. MoAYepKHYTO, YTo
NPUOBPETEHHYIO HENTPONEHUO Heobxoanmo anddepeHUMPOBaTb NPEXAE BCETO C U3OMMMYHHOM HEMTponeHuen
HOBOPOMAEHHbIX, C HelTponeHnen Ha GoHe MMEeNoANCIIACTUYECKOTO CUHAPOMA; MHPEKUMOHHO-acCOLLMMPOBAH-
Hyto (Bktouas CMNA); ceAsaHHyto ¢ nuTaHnem (aeduunt donatos, Aednumnt ButammHa B ,, aednunt meanwm ap.);
BbI3BaHHYIO paanaLmeit; 1eKapCTBEHHO-MHAYLIMPOBAHHYIO; CBA3AHHYIO CO 3/10KavecTBEHHbIM 3abonesaHumem. Mpu-
BeAEeHO cobCcTBEHHOE KAMHMYECKOe 4-X neTHee HabatogeHWe nauneHTa ¢ XpoHUYecKol 40bpoKayecTBeHHOW Hell-
TponeHuen AeTCKoro Bo3pacTta. JaHa XapaKTepuUCTUKa BPOXKAEHHbIM HEMTPOMNEHUAM U HEUTPONEHUYECKMM CUH-
ApPOMaMm, ocBeLLeHa Ux labopaTopHas M reHeTMYecKas AMarHocTuka. MNpuseneHo cobcTBeHHOE KAMHUYECKOe, TaK
e 4-x neTHee, HabnogeHne pebeHkKa ¢ MNepBUYHBIM UMMYHOAEDULNTOM — TAXKENOM BPOXKAEHHON HEMTponeHuA
(D72.0), obycnoBneHHOlM NaToreHHOM reTepo3nroTHon myTaumelt B reHe ELANE n HeyTouHeHHOM nanmdoneHmein.
ObcyxaeHa anddepeHumanbHan ANarHOCTUKA, NeYeHne U NnaH HabatoaeHus naumeHTa. OcBelleHbl obwue npuH-
UMbl IeYeHMA NALMEHTOB C HEUTPONEHUAMM.

KntoueBble cn0Ba: HEWTPONEHUA, AeTH, NpUobpeTeHHas, BPOXKAEHHas, leYeHue.

NEUTROPENIA IN PEDIATRIC PRACTICE: ETIOLOGY, PATHOGENESIS, CLASSIFICATION, DIAGNOSIS, TREATMENT
(LITERATURE REVIEW AND OWN OBSERVATIONS)
Koniushevska A. A., Parkhomenko T. A., Balychevtseva I. V., Tymoshyna O. V., Akymova L. G.
Abstract. The article is devoted to the problem of diagnosis and treatment of neutropenic conditions in children.
A literary review of the modern understanding of the etiology, pathogenetic variants, classification, course, clini-
cal picture, observation and treatment of neutropenic conditions is made. The severity of neutropenia, including
agranulocytosis, has been clarified. The types of neutropenia are discussed: congenital (genetically determined), ac-
quired and chronic benign neutropenia of childhood. The differentiation of the competence of pediatric and hema-
tological services has been made. The concept of pseudoneutropenic syndrome is analyzed. The causes of acquired
neutropenia are stated. It is emphasized that acquired neutropenia must be differentiated primarily by isoimmune
neutropenia of newborns, neutropenia against the background of myelodysplastic syndrome; infectious-associated
(including AIDS); nutritional (folate deficiency, vitamin B12 deficiency, copper deficiency, etc.); caused by radiation;
drug-induced; associated with a malignant disease. The article presents its own clinical 4-year observation of a pa-
tient with Chronic benign neutropenia of childhood. The characteristics of congenital neutropenia and neutropenic
syndromes are given, their laboratory and genetic diagnostics are highlighted. The article presents its own clinical, as
well as 4-year-old, observation of a child with primary immunodeficiency — severe congenital neutropenia (D72.0),
caused by a pathogenic heterozygous mutation in the ELANE gene and unspecified lymphopenia. Differential diag-
nosis, treatment, and patient follow-up are discussed. The general principles of treating patients with neutropenia
are highlighted.
Key words: neutropenia, children, acquired, congenital, treatment.
PeyeH3zeHm — npod. NoxunwvKo B. .
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