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Ta)KKa BpoOo)KeHa HeEUTPOoneHia B aiten
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HaujoHanbHa MeanyHa akagemis nicnaamnnoMHoi ocsitv imeHi MN.J1. Lynuka, m. Kunis, Ykpaina

Pestome. Tsxka BpOMKEHA HEATPOMEHI — PIAKICHUA NePBUHHMIA iMyHOZeMdIUNT i3 AeDeKTOM PO3BUTKY MIENOigHNX NpPeKypcopiB, MPOSBAAETLCS
peunanBHUMM 6aKTepianbHUMM iHKDEKLIMI Ha NepPLIOMY POLi XXUTTA. Y CTATTi ONCAHO BUNAZO0K THXKKOI BPOAKEHOI HEMTPONEHii, ika MaHidecTyBana B nepLui
MiCSLI XXUTTSA THIHUMI iHCDEKLIAMIN LKipKU Ta CNM30BUX 060I0HOK 3 YCKNaHEHUM nepebirom, pedypakTepHuM A0 NikyBaHHA. TMpu LOCNIMKEHHI nyHKTaTy
KiCTKOBOTO MO3KY BUSBNEHO 6110Kady A03piBaHHA HeWTpodinie Ha ctafii npomienoumta. KniHi4HMA BUNAAOK NPOAEMOHCTPYBAB CKNAaAHOLL AiarHOCTUKMN i

NiKYBaHHS TSXKKOT BPOLKEHOI HENTPONEHii.
Knio4oBi cnoBa: Tsxka BpOAKEHA HeATPONEHis, cMHAPOM KocTmana, Aitu.

KniHiyHuiA BUNapoK TAXKOT
BPOAXKEHOI HEMTPONneH il

iBuntka H. napomuiacs 25.09.2003 p. Bix I neyckia-

HeHoi BariTHOCTI, | disiosoriunnx mosoris, 3 Baroio
3500 r. Bigmiuasoch morane 3aro€HHs IIYIKA, BIIPOJOBIK
2 MiCsII1iB IIPOBOJINIACH 0OPOOKA [EPEKICOM BOJHIO Ta IHIIUMU
MICIIEBUMI aHTUCENTUKAMU. Y Billi 3 TUXKHIB 3'IBUTNCD €JIe-
MEHTH ITyXUPYATKU HOBOHAPOKEHUX, OTPUMasia aMOy1aTop-
HO Kypc anTubakTepianbioi Tepanii. Yepes 3 TrukHi Ha mikipi
BUSIBJICHI eJeMeHTH IrofepMii, mapoHixiit. ¥  Bimi
2 MicAniB rocriTanizoBaHa y BijuliJieHHs Xipyprii 3 /iiarHo3om
«TOCTPUN THIHHMIT MAparpoKTUT, THIHUI oMbaiT, indiabr-
paT HaBKOJIOBYIIHOI oOsacti». Ilpu obOcTekeHHI BU3HAYEHI
Gakrepiemist (St. aureus), aHeMisi CEPEIHBOTO CTYIECHS TSIKKO-
cti. [IpoBeneHe onepaTuBHe JiKyBaHHS THITHOTO TAPAIPOKTU-
Ty, OTpUMaJia JeKiJIbKa KypciB aHTHOaKTepiajsbHOI Teparii
BIIPOJIOBK MICSIIIs 3 HECTIUNKUM KiiHidHUM edekTom. Yepe3
2 TUIKHI TTCJISE BUTUCKY JIiBYMHKA TOCIITAII30BaHA TIOBTOPHO 3
PEeIIMBOM HaparpoKTUTY, (hOPMYBAHHAM HOPUIL IepHaHallb-
HOT 06Jacti Ta mynkoBoi Hopuili. [IOBTOPHO HpoOBeEH] Xipyp-
riyfe JiKyBaHHSA Ta iHTEHCMBHA aHTHOAKTEpiaJbHa Teparlis.
Bimmivena mo3utruBHA AUHAMIKA KIITHIYHOTO CTAaHY TAIli€EHTKY,
BUITMCAHA TiJ] CIIOCTEPEKEHHS 3 O3HAKAMM XPOHIYHOTO TPOK-
TOCUTMOIIUTY. B AMHaMIIl crocTepirajioch MPOrpecyBaHHs
aHeMii, y Billi 7 MiCSIIiB IMTUHA TOCHITAII30BaHA Y BiJlIJIEHHST
TeMaToJIOTIl 3 IIarHo30M <«aHeMisl TSYKKOTO CTYTIEHS, XPOHiu-
HUii poKTocurMoiauT». IIpu obcTeskeHHi BUsABIEHA HEUTPO-
neHist TsKKoro crytenst (tabor. 1). 3a gaHuME TOCTiIKEHHSI
KiCTKOBOTO MO3KY BCTAHOBJIEHA 3YTTMHKA /I03PiBaHHS HEHTPO-
iz Ha craxii npomiesorura (tabu. 2). [lokasHuKY IMyHOJIO-
riurHoro obcreskenns (piBenb iMmyHormooyminis 1gG, IgM, IgA,
kisbkictb T- i B-nimcorutis) Oysm B Meskax Hopmu (Tabu. 3).
BpaxoByioun uncsenni ruiiini 6axrepianbhi indekiti 3 nepio-
Iy HOBOHAPOJIKEHOCTi (oMdautiT, myxXupyarka, mapanpoKTuT,
MapOHiXiil), KiJibKa €Ii30/[iB TOCIiTali3aIiil 3 olmepaTUuBHUM
JIKYBaHHSIM 1 HEOOXi/[HICTIO TIPOBE/IEHHS TPUBAJIOl IHTEHCUB-

HOI aHTMOaKTepiaJbHOI Tepallii, MepcucTyiowy HeHTpPOIeHio
TSKKOTO CTYIIEHST Ta ZIaHI MIEJOTpaMy I0/I0 3YTIMHKH JI03Pi-
BaHHsI HEUTPODiIiB HA CTA/Il PO MIEJOIUTY, AIBYMHIN BCTA-
HOBJIEHUT /IIaTHO3 <«TSI’KKA BPOJKEHA HEHTPOTIEHisI, CHHIPOM
Kocrmanas. Bripojios:k Micsiiig 1mpoBe/ieHa iHTEHCHBHA aHTH-
GakTepiasbHa Tepariis, BBeIEHHsT epuTpornuTapHoi Macu Ne 2 ta
BHYTPIlIHBOBEHHOTO iMyHOII00Y1iHY 200 Mr/kr Ne 3. Bunucana
i/l CHOCTEPEsKEHHs TUTAYOTO IMYyHOJIOTA 3 PEKOMEHAIIAMEI
MPOBE/ICHHS TOMICSYHOI Tepartii BHYTPIITHBOBEHHUM 1MYHO-
riobysinom. JIuTHHi He peKOMEHI0BaHe MPOBEICHHS Tepartil
IIperapaTaMi TPaHyJIOIUT KOJIOHIE-CTUMYJIIOI0U0To (haKTopa.
IIpusHaueHy iMyHOJIOrOM IATPUMYIOUY aHTHOAKTEpiaabHy
Tepariiio JUTUHA He OTPUMYBAJa Yy 3B'43KY 3 HM3BKOIO IIPU-
XUJIBHICTIO GAThKIB /10 JiKyBaHHS. 3 BiKy 8 MicAIiB AiBUMHII
MIOMICSAYHO BBOJAWJIM BHYTPIIIHBOBEHHO IMYHOIJIOOYJIiH,
O/lHAK Ha TJi JIKyBaHHS YTPUMYBAJIUCh €301 THIHHUX
iH(beKII: pelnANBANN THIHHUI OTUT, TaKyHApHA aHTiHA, TIOB-
TOPHI TEMOKOJITH, SIKi MOTpeOyBau TPUBAIUX KYPCiB aHTU-
GakrepiasbHol Teparii. Y Biri 13 MicaAIliB Ha TJi TOBTOPHOTO
ermi30/ly €HTEPOKOJITY 3 BiJIMOBOIO GAThKiB BiJ aHTHOAKTe-
piasibHOTO JIIKYBaHHS B IAIIEHTKU PO3BUHYBCS cercuc. [[iB-
YIHKA TOCIITali30BaHa Y BKpall TSLKKOMY CTaHi 3 TPOSIBAME
iH(eKITIITHO-TOKCMYHOTO TIOKY, SIKMH CIPUYNHUB JIETATbHII
Hacmiok. Pesynbratn aBrorcii: «BupaskoBo-HeKpoTHIHMI
€HTEPOKOJIIT, ME3a/IEeHIT 171e0eKaIbHOTO KyTa, eKCyaTHBHO-
(biGpPUHO3HMIT IEPUTOHIT Y MAIEHTKU 3 BPOJKEHUM IMyHO/Ie-
(hinmTOM — TIKKOIO BPOJIKEHOIO HEHTPOTIEHIEI0.

Jlanuii BUNa oKk BKa3y€e Ha TUIIOBHIT epebir TSyKKOoi BPO-
JUKeHoi HeWTporneHii 3a BiZICYyTHOCTI MPodiakTHYHOI aHTH-
GakrepianbHOI Tepaiiii Ta crenuiuHOTO JIKYBaHHS [Ipernapa-
TaM# IPaHyJIOIUT KOJIOHIE-cTUMY TI0040T0 (hakTopa. [Ipose-
JeHHST TMPOMITaKTUIHOTO JTiKyBaHHS BHYTPINTHbOBEHHUM
iMyHOTIO0YJTIIHOM Y TAIIE€HTA 3 HU3bKOIO KiJIBKICTIO HEHTPO-
diniB He nae 3mMoru eHeKTUBHO KOHTPOJIIOBATU YACTI TSKKI
GakrepiajibHi iH(EKIII, SKi CTAHOBJISATH 3arpo3y JIs KUTTS
XBOPUX Ha TSKKY BPOJKEHY HEHTPOIIEHiIO.

Tabruys 1
AnHamika 3aranbHOro aHanidy KpoBi nauieHTkm H.

Moka3HuK 1 Mic. 2 mic. 3 mic. 5 mic. 6 Mmic. 7 mic. 8 mic. 12 mic. 13 mic.
Eputpouutyn 3,8 3,3 3,4 4,3 3,8 3,7 3,4
emorno6iH 83 90 88 69 73 98 100 86 84
Tlenkoumtnn 59 5,6 6,2 6,0 7,6 55 6,0 4,7 4,9
Helitpodpinu n/s 2 0 0 0 1 0 1 1 1
Hewitpodpinu c/sa 0 6 12 1 1 11 9 10 14
AKH* 118 336 744 60 152 605 600 517 735
JlimcpouyTn 55 55 46 59 83 70 86 74 68
MoHouuTu 36 24 20 20 9 14 3 13 13
EosuHodinm 6 10 22 18 6 5 1 2 4
TpombouunTn 290 52 294 718 400
LLIOE 30 16 29 7 30 40

Ipumimxka: * AKH — abcommoTHa KiTbKicTh HeHTpodiTiB.
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Tabauys 2

Aocnia)XeHHs NyHKTaTy KiCTKOBOro Mo3ky nauieHtTku H (7 mic.)

HegudepeHuijiioBaHi 6ractu 4,4% JlimcpouuTn 38,0%
MpomienouunTn 0,0% MoHouunTn 10,6%
MienouuTun 0,2% lMnasMaTU4Hi KNiTUHA 3,0%

MeTamienoumTun 1,0% Eputpobnactu + 6asodinbHi HopmobnacTu 10,0%
HelTpodinu ManuykoagepHi 0,0%

CermeHTosepHi 0,0% Hopmo6bnacTu nomnixpomMaTodineHi + oKCUIinbHi 22,6%
EosuHodinu 10,2%
Basodinu 0,4 MerakapiounTu 40:50000/mMKn
LlentonsipHicTb 3HUXeHa |

Tabnuys 3
IMmyHonoriuHe o6¢cTexxeHHs nauieHTku H. (7,5 mic.)
3
MokasHuk t Abc./mm
BUSABNIEHO HOopMa BUSABNEHO HopMa

JlevikouuTnn 7000 4200-7400
paHynountn 72 504
MoHouunTn 5,37 376
TlimcpoumTtn 87,73 38-60 6120 2900-5100
T-nimcpoumtn (CD3+) 64,3 55-80 3938 800-3500
B-nimdouutn (CD19+) 7,15 5-19 438 700-1300

IHpumimxu: 18G — 8,9 v/m; IgA — 0,46 r/m; IgM — 1,0 (10.04.2004 p.).

Heiitponienisi Bu3HAYa€eTbhCd $IK 3MEHIIEHHS KiJbKOCTI
UPKYJITIOI0UNX HelTpodisiB y mepudepiifHiil KpoBi, ska 3ara-
JIOM CTaHOBUTH 4—5% BiJl 3araibHOI KiJTbKOCTI HEATPODITiB B
opranizmi. Heiitporemis — 3MeHIIeHHsT abCOMOTHOT KiJTbKO-
cti metirpodinis (AKH) <1500/mki. Bik, paca, reHeTnaHuit
(on, HaBrosMIIHE cepenoBuiie Ta iHII (GAKTOPH MOXKYTh
BILUIUBATH Ha KibKicTh HeliTpodinis. AKH BupaxoByeThcs 3a
Gopmysor0: KiTbKICTh JEHKOMHUTIB (KiJTbKiCTh/MKJ) TOMHO-
JKUTH Ha BificOTOK (HEHTPOMIiIN majndkosaepHi + cerMeH-
tosepni) moxisiutu ua 100. Helitponenist kimacudikyerbest
na migcraBi AKH sax serka, cepemnboro cTymeHst TSKKOCTI
abo Tsikka. Jlerka HeliTporieHist BeranossoeTbest npu AKH B
Mmeskax 1000—1500 kJriTHH/MKJI, CEPETHBOTO CTYIIEHS TSIKKO-
cti — npu AKH 500-1000/MKJ1, TsiKKa HEWTpOTIeHist — npu
AKH mennre 500 knitun/mkn. Pusuk 6axrepianbhoi index-
il 3a/IeKUTD Bijl TSOKKOCTI 1 TpUBAJIOCTI HelTporeHii. Haii-
GIIBIITIIT PU3UK GaKTepiaMbHUX iH(MEKIIH Bi3HAYAETHCS Y
TAITIEHTIB i3 TSKKOIO HEUTPOTIEHIETO.

bispimticts BUNIaIKiB HEUTPONIEHIH Y [iTell — TPaH3UTOPHI,
BUHUKAIOTh BHACJIIZIOK 3MEHIIIEHHST TPOIYKILii HeHTpoditiB iz
BIJINBOM 30BHINIHIX YMHHWKIB, TIEPEBAKHO BIPyCHUX iH(EK-
1iit. YacTo 3ycTpivaloTbes iMyHHI HelfTpolieHii BHACIIOK pyii-
HyBaHHS HEUTPodiiB iMyHOOTIOCEPEKOBAHUM TLIISIXOM. Piji-
KicHIMI opMaMu HEUTPOTIeHill € BPOIKeHI HeHTpoIeHii,
o6yMoBJIeH] MyTattisimu pisHux rexis (Tabit. 4) [10]. o naitua-
CTITIUX BapiaHTiB BPOKEHUX HEHTPOIEHiil HaJeKaTh TIKKA
BpOJIKeHA HEUTPOIIEHIsI, IUKJIiYHA HEHTPOIIEHist, IeiluT rIo-
K030-6-ocdarasu, cunapom HIBaxmana—/laiimonza.

Tsxka BpojkeHa HEUTPOTIEHisT — 11e TePBUHHUN 1edinuT
daronmrapHoi JaHKKW IMYHHOI CHCTEMH 3 YacTOTOIO
1-2 Bumagku ra 1 000 000 nomysisiii. 3aXBOPIOBAHHST BIEp-
mre onucai P. Kocrman y 1956 p. y HBertii, y cim'i 3 TsixKH-
M GakTepiasbHUMU iHbEKIisIMU Ha T/ HelTporeHii [1, 2].

Etionoria

Tsxka Bpo/rkeHa HEHTPOTIeHis XapaKTepnu3y€EThCs Pi3HU-
MU TeHETUYHUMM aHOMAJIISAMK Ta MOAIOHUM TeMaTOJOTTYHUM
i kriHiyauM denoTunoM. MexaHisaM HeHTpomneHii mpu BCix
dopMax TKKOI BpOAXKeHOI HeiiTponenii 00yMoBaeHUN
MIJIBUIIIEHUM pPiBHEM alloINITO3y Mi€JIOoiHUX 1pekypcopis. Ha
CBOTO/IHI BiZIOMO YOTHPU TeHETUYHi BapiaHTH TSKKOI BPO-
JDKEHOI HEeHTPOIIeHIl 3 yCIaKyBaHHAM 3a ayTOCOMHO-/IOMi-
HauTHUM (AD), ayrocomuo-peniecuBuuM (AR) i 3uensienum
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i3 X-xpomocomolio Turamu. Haiinommpenini 3 Hux — gedexT
rera enacrasu HeltpodiniB ELANE (momnepenns HasBa —
ELA-2), myTaliii IKOro 31aTHi CIPUYMHUTH IUKJIIYHY HEHTPO-
MeHiI0 1 XapaKTepu3yloThCs BUICOKUM PU3NKOM PO3BUTKY Mi€-
JIOJIUCIIIIACTUYHOTO CUHPOMY Ta TOCTPOTO Mi€JIOIZIHOTO Jieii-
K03y. XBOPOOa yCIAIKOBYETLCST 32 Ay TOCOMHO-IOMIHAHTHIM
turoM. bimsbko 50-60% BUTIANKIB TSXKKOI BPOIDKEHOI Hell-
TpOTIeHii BHHUKAE BHACTIIOK MyTatliii reny ELANE |6, 13].
[l TSKKO1 BPOMIKEHO1 HEUTPOTIEHii, BiZIOMOI SIK CUHIPOM
Kocrmana, xapakrtepna myraiiiss rena HAX-1, mo xomye
HCLS1-acoritioBanmit mporein X1. [Iporein HAX-1 xoHnTpO-
JIIOE aTionTo3 HEUTPOMDIIB Y PAHHIX CTa/lisIX PO3BUTKY. XBOPO-
6a KocrtmaHa yClaJKOBYETHhCSI 3a AyTOCOMHO-PEIECUBHUM
turoM. B opurinanpHomy mosimomienni Kocrmana 11 i3
14 XBOpHX Ha TSUKKY BPOJUKEHY HEHTPOIIEHIIO OMEPJIN Ha Tiep-
momy portti kutts [ 10]. IIpornos 1uist JKUTTS CyTTEBO MOJIIITNB-
€s13a OCTAHHI POKH 3aB/IIKM MOKJIMBOMY JIIKYBAaHHIO IIperiapara-
MU TPaHYJIOIUT KoJIOHie-cTiMy morouoro daxropa (G-CSF).
Enacraza meiitpodisnis Bifirpae BakJUBY pPOJIb Y 03Pi-
BaHHi HedTpodimiB y cramii npomiesonura. Myrarii ELANE
ta HAX-1 npuBOAATH 10 IPUCKOPEHOTO ATONTO3y TOTIepesi-
HUKIB MI€JIOIAHUX KIITUH IIPH TSKKIH HelTponenii it 6ioka-
[V 103piBanHs HeUTPodiiB y cTajii mpomieroruTa.
PinkicHi BUMagKm TSKKOI HEWTPOTIEHil acoIliOIOTHCS 3
MmyTaiisimu reda GfI71 TPaHCKPUIIIIHOrO penpecopa, Mo
3YMOBJIIOIOTHh HA/IMIPHY €KCIIPeciio eslactasu B HeHTpodinax.
TTpu Bpomkenomy nedekti rera GfI71, kpim HeliTpoeHii, cro-
crepiraeTbes sgimdorenis [1].
Heiitpornenis, 3yeriena 3 X-xpoMocoMoIo, GyJia omrcana B
nanientis i3 gedexrom rena WASDP, sknit konye 1nporein cun-

G6PC3-CN  p14-CN
16 (13%) 16 (13%)
ELA2/HAX1neg - CN
16 (13%)
ELA2-CN
16 (13%)
HAX1 - CN
16 (13%)

Puc. 1. Po3nogin myTauin y 122 nauieHTis €sponeiicbKoi rpynu
Mi>KHapoAHOro peecTpy TsXKKOI BpOAXKEeHOi HelTponeHii [13]
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JIEKUAN N OB3OPLI

Tabnuys 4
BpopaxeHi pedektu audepeHuiauii HerTpodinis [10]
3axBoproBaHHSA Tun ycnagKyBaHHS Fe:gg:;uu OcobnuBocTi heHoTUNY
AD ELANE TAxka HENTPOMEHIs, 3ynnMHKa PO3BUTKY
Tokka BPOAXEHa HEATPOMIEHIA AR abo crnopagunyHui I-IGA;(/ HelTpodiniB Ha cTagii npoMienouuTa
KonueaHHs piBHA HelTpodinis —
LinkniyHa HewiTponeHis AD a6o cropagnyHui ELANE Bif, HOPManbHOrO PIBHA 40 TAXKOT HENTPOMEHT
3 UMKniYHicTio B 21 geHb
) Husbkuin piBeHb
OediyuT rntoko3o-6-cocpaTasu AR G6PC3 FMioKo30-6-chocehaTasi
X-34yenneHa HEWTPOMEHIs 3uenneHuit 3 X- WAS _HeMTponeHlﬂ .
XPOMOCOMOK0 i MOHoLMTONEHiIsA
,ﬂefplqm 'erIeLWI(t)I\-IHVIX rpaHyn AR CEBPE Bl,qcyTHICT‘I,: cneL!,M(_pNHMX
HeWiTpodinis rpaHyn Heltpodinis
) ROBLD3 (p14, HentponeHis, rinorama-rno6yniHemis,
Regiywt p14 AR MAPBPIP) rinonirMeHTaLjsi, KOPOTKOPOCNICTb
CuHgpoM epxxmMaHCbKi— HeliTponeHis, rinonirmeHTaujis,
AR AP3B1 !
Myanak 2-ro Tuny AedekT dyHKLii TpoMGouuTiB
. . HeliTponeHis, rinonirmeHTawjis,
CuHpgpom [picyenni 2-ro Tuny AR RAB27A yacTi rHilii iHdbexwji
. [inonirMeHTaUin, peunanBHI iHdeKLT,
CuHapom Hepiaka—XiraLui AR LYST (CHS1) aHoMarbHO BenuKi rpaHynu HenTpodinis
CuRapoM LLBaXMaHa— HeliTponeHis, aHeMis, TpombBoLWTONEHIS,
HAP AR SBDS HeloCTaTHICTb €K30KPUHHOT YHKLIiT MiALLNYHKOBOT
[avimoHpa N A
3anosu, MeTadisapHa gucnnasis

npomy Bickorra—Ouapivua. MyTartii, 1mo npusBoATh 0
pO3BUTKY cuHApoMy Bickorra—Ouapiva abo TpomGormTone-
Hil, acorifioBanoi 3 X-XpoMOCOMOIO, XapaKTePU3YIOThCs TOB-
Hoto BifcytHicTio nporeiny WASP ymnaciinox mopyriienms
MexaHi3MiB itoro Tpanckpuiii abo TpaHcssiii. Ha Binminy Biz
1IMX XBOPUX, Y TAIIEHTIB 3 X-3UeTJIEHOI0 HEHTPOIIEHI€I0 TTPO-
nykyerbest iporein WASP i3 nedektom cTpykTypu ayToiHrioi-
TOPHOTO JIoMeHy. X-34elieHa HeHTPOIIeHis XapaKTepU3y€EThCs
HEUTPOTIEHIET0 TIepeBasKHO CePeTHbOTO CTYTIEHST TSIKKOCTI, Biji-
CYTHICTIO OyIb-sIKUX 1POsiBiB cungpoMy Bickorra—Ouimpuua,
PENMANBHUMY iHMEKITISIMU, STKi KOHTPOJIOIOTHCST TTPU3HAYEH-
HSIM TATPUMYBaJIbHOI aHTHOaKTepiaibHOi Teparii [10].

3a gannMu €BPOIEHCHKOTO PEECTPY TSKKUX BPO/PKEHUX
HelitponieHiii (puc. 1), HaifyacTine BUABISAIOTHCS MYTallii
reniB ELANE (ELA-2), HAX-1, G6PC3. Onnax 61usbko 40%
BUIIQ/IKIB TSDKKUX BPOJKEHUX HeHTpolleHill He MaloTh BU3HA-
YeHNX TeHeTHYHUX fnedekTis [13].

KniHiyHi nposieun

VY miteii i3 TSKKOIO BPOPKEHOTO HEHTPOIIEHIEIO BifizHAUA-
€TbCS PaHHIN TOYaTOK 1HQEKILii, 1110 CTAHOBJISATH 3arpoO3Y JJIst
KUTTS AnTUHA. IMyHOedinuT 3a3Buyait Mmanidecrye B repiri
MiCSLI JKUTTS TSKKMMU OakTepialbHUMU iHQEKIIAMU —
omdbastitoM, hJIerMOHOIO, TiM(aAZTEHITOM, CTOMATUTOM, CETICH-
COM, MEHIHTITOM, TTHEBMOHI€10, TIEPUTOHITOM. Y Tepiol XBO-
pobu hopmyloThest abcieck pisHoI JoKaizalii, pecripaTopHi
indexkiii, miapes. IToBrophi adrosHi ctomatutn Ta TiHTIBIT
HPU3BOAATD JI0 IIBUIKOI BTpaTtu TuMyYacoBux 3y6is. Indexii
CTIPUUYUHIOIOTBCS TiepeBakno S. aureus, E. coli, Pseudomonas.
V¥ 50% miTeit kriHiYHI CHUMITTOMY 3'SIBJISIIOTHCST B TIEPIOJT HOBO-
HapoukeHocti, y 90% — mporsiroMm tiepiinx 6 Mic. JKUTTSI.
Y wactunum mnarientiB i3 myrarismu HAX-1 Bimmivaerbcs
CYTIyTHSI HEBPOJIOTiYHA MATOJIOTiS (3aTPUMKA TICXOMOTOPHO-
ro posBuUTKy, enijerncig). CruieHomeranis BUSBJICHA Yy
20-50% XBOPUX i3 TSIKKOIO BPOJPKEHOIO HeliTporienieio [7, 8].

Jlo nouarky 3acrocyBannst G-CSF nonan 3/4 xBopux i3
TSKKOIO BPO/KEHOI0 HeHTpOIIeHi€elo MoMupasud B IepIii
3 POKH JKUTTS, y CEPeHbOMY Y Billi 2 pokiB. 13 mosBoio
MosksmBOCTi BukopuctoByBatn G-CSF TpuBamicTts KUTTS
XBOPHX CYTTEBO 3pocTae. OHaK y YaCTUHU TALIEHTIB HA TJIi
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sikyBanHst G-CSF 3 BiKOM PO3BHBAIOTLCS MIENIOIMCIIIACTAY-
HUW CHHPOM i TOCTPHUH Mi€JIOiTHIH JTeHK03, PU3UK BHHUKHEH-
HA AKUX, 32 OCTAHHIMU JJaHUMHU, CTAHOBUTH Osn3bko 20—30%
[3, 14]. Bizomo, 1110 pU3KUK PO3BUTKY Mi€JIOIUCIIACTUYHOTO
CHHZIPOMY Ta MI€JIOIZIHOTO JIEHKO3y CYTTEBO 3POCTAE B MAITi€H-
TiB i3 cynyTHbOI0 MyTatieto pereniropa G-CSF (G-CSFR) [13].

HAiarHocTuka

Y pasi BUABJIEHHS HEHTPONeHil B OETHAHHI 3 TSIKKUMU
PelUANBHIMU GaKTepiaabHUMK 1H(EKIISIMU CJIiL T 103pIoBa-
T MOXKJIWBY TSDKKY BPOKeHY HelTpornenifo. Kiiniuno 3na-
4ylia HeUTPOIIEHIsE TIPOSIBJISIETCS TSHKKUMU GaKTepialbHUMU
iHdekIiaMu WKipH Ta CaAM30BUX 0060J0HOK (abciecamu,
BUPa3KaMU, TiHTiBITOM). Y XBOPHX CIIOCTEPIiTalOThCs THIHTHI
OTHUTH, ITHEBMOHII, CEIICHC.

Y navjenmie iz msowcroro 6po0ACEHON HELIMPONEHIEN NOCMiLl-
HO 3MeHWena adcoIomua KLwkicmy neiumpoginie — 0o 500/mxa.
IIpu docnidcernni nynxkmamy Kicmxo6ozo MO3KY GUSGHLSAEMbCS
6a0xada dospisanns nelumpodinie y cmadii npomicioyuma abo
mienoyuma (puc. 2). Y xeopux uacmo susnauaiomncsi komnenca-

Pue. 2. MopdonoriyHe goCnijKeHHs NyHKTaTy KiCTKOBOTO MO3KY Y
nauieHTa 3 TSXKKOK BPOKEHOK HelTponeHieto (6nokaga fo3pi-
BaHHS MI€NOigHNX KNITUH Ha cTagii npomienioumTa/mienoyuta) [13]
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MOPHULL MOHOUUIMO3, e03UHOQLTIS, Mpomboyumos. Pisens imymo-
21100Y1IHiI8 CUPOBAMKU KPOBI NIOBUUEHUIL.

[l eepupinayii diazinosy msickoi epoodicenoi neimpone-
Hii NPOBOOUMDCsL 2enemuuNUll anai3 wWodo GUSHAUCHHS HAl-
OinvluL XapaxmepHux Mymaii.

AndepeHuianbHa aiarHocTUka

ITig yac audepeniiaabHOI AIATHOCTUKYU CJIijI BUKJIIOUUTH
IMYHHY JUTSYy HEHTPOIEHIIO MIJISIXOM BUSBJIEHHS aHTHHEN-
TpoiMbHUX AHTUTIN. AHTHHENHTpPOQIIbHI AHTHUTIIA MaTte-
PHHCBKOTO NOXO/PKEHHS MOKYTh 3yMOBUTH PO3BUTOK HEHTPO-
MeHil B HOBOHAPO/UKEHUX, sIKA MUHAE Yepe3 KibKa MiCsIliB
MicJis 3HUKHEHHST MaTePUHCBKUX aHTUTII. BropuHHi HeliTpo-
nexii 0OyMOBJIEHI €10 YMCICHHUX 30BHINIHIX YMHHUKIB
(BipycHux, 6akTepiasibHUX, IPUOKOBUX, TAPa3UTAPHUX iH(EK-
1iiT), MeANKaMEHTO3HO-IHAYKOBaHi, Y TAIi€HTIB 3 Tinepcrie-
HI3MOM Ta 3JI0OSIKICHUMM HOBOyTBOpeHHsIMH. HeiiTporenis
BUSIBJIEHA TAKOJXK Y TAIIEHTIB i3 MEPBUHHUME iMyHO/IeiTnTa-
MH, TAKUMK SIK X-3YellieHa aramarsio0yJinemis, rinep-IgM-
cunipoM, curzgpoM Bickorra—Ouipuya ta iniii.

JlikyBaHHA

OcHosnum mMemooom JiKysans npomsizom KLwKox 0ecsimu-
Jimo € sacmocysanis pexomoinanmmnux npenapamie G-CSF [10].
Bnepwe  nikysanns msockoi  epodicenoi  netmponenii
G-CSF posnouamo y 1987 p. Iposedenns nixysanmns G-CSF
Yy nepwux 374 x60pux Ha MAHCKY 6POONCEHY HeUmpOneHiio
cnpuano 3oinvweniio cepednvozo 3navenns AKH 3 129 xai-
mun,/mxn 0o 2125 xnimun/mxn. Hpenapamu G-CSF yeoosmocs
nidwipio 6 006061t mepanesmuuniii 003i 5—10 mxz/ ke na 0o6y.
Iliompumysanvia dosa indusidyanvia, 1eobxiona ois niompu-
manns abcomomnoi xinvkocmi neumpogpinie nonad 1000/ mxx,
cmanosumo 1-120 mkz/xe 3anexcno 6i0 6i0nogioi opzanizmy
nauienma. 3aseuuail Olvwicmv nayienmie 6ionogioae na
G-CSF y dosi 25 mxe/xe na 0o6y. IIpenapam sacmocosyemuvcsi
nosxcummeso [13]. 3a masgBHOCTI MyTallii rena perenTopa
G-CSFR mokaszaHa TpaHCIIJTAHTAIlisT TEMOTTOETHYHUX CTOBOY-
POBUX KJIITHH, OCKIJIBKH € BUCOKNI PU3NK PO3BUTKY MI€EIO1/I-
HOro Jieitkody. Yactora BUHMKHEHHS JIEWKO3Y BIIPOJIOBIK
10 pokiB sikyBanust G-CSF nepmmx 374 naiienTiB 3 TSIKKOIO
BPO/IKEHOIO HEHTPOTIEHIEI0 CTAHOBUTH 21%.
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¥ pasi BiACyTHOCTI a/IeKBAaTHOTO JIIKYBaHHS HEUTPOIIeHil
HAIiEHTaM PEKOMEH/IYIOTh [OCTIHY aHTHOAKTePiaibHy T1PO-
dinakTuky iHdeKIiil KO-TPUMOKCA307I0M Ta iHIIMMH aHTU-
GakTepiaJbHUMU TIPerapaTaMy HIMPOKOTO criekTpa iii [3, 15].
bes cremianmbHOTO JiIKyBaHHS XBOPi 3 TAKKOI BPOKEHOIO
HEHTPOIIEHIE€I0 TTOMUPAIOTh Y PAHHLOMY JIUTAYOMY Billi BiJ
GaKTepiaJbHOTO CEICHuCYy.

MpodinakTuka Ta NiKkyBaHHA INXOMaHKN
Y XBOPUX i3 HEUTPOMEHi€Elo

Y marientiB i3 meittporenicio <500/MKJI TpUBATICTIO
MoHa/[ 7 JIHIB CYTTEBO 3POCTAE PUSUK PO3BUTKY TSKKUX GaKTe-
piasibHUX i rpOKOBUX iH(MEKIIiH, HEPIAKO 3 JIeTaIbHUM HACJII/I-
KoM. JIMXOMaHKa 4acTo € €IMHUM CUMIITOMOM, 32 SIKUM BCTa-
HOBJIIOIOTh HAsIBHICTb iHMEKIIHNX ycKIagaHeHb. Pusuk
PO3BUTKY iH(MEKITIH 32T KUTh Bifl TSYKKOCTI 1 TPUBAJIOCTI Heli-
tponenii. HaiiBunuii pusuk — y XBOpHUX 3 arpaHyJIOIUTO30M
(<100/mxn). lo dakTopiB pu3nKy Hase)RaTh BHYTPILTHHOCY-
JIMHHI KaTeTepu, ypaxKeHHs IIKIpH 1 CJAM30BUX O0GOJOHOK,
TSIKKI YPasKCHHS 11epPiofIoHTa. 32 CyYaCHUMK PEKOMEH/IAIiSIMH,
narienTam 13 HeiiTporenieio <500/MKJI TPUBATICTIO TOHA
7 IIHIB IPU3HAYAIOT AHTUMIKPOOHY IIPOMIIAKTHKY, CIIPSIMOBA-
Hy HPOTU rpamHeratuBHUX Oakrepiii E. coli, K. pneumoniae,
Ps. Aeruginosa Ta TrpaMIIO3UTUBHUX KOKiB: cTa(iJIOKOKIB
i crpenrokokis. IIpemapatamu BuGopy € (GTOPXiHOJIOHU
(1unpodokcanu, ohIOKCAIMH) SK MOHOTEpalTist abo B KOM-
GiHamii 3 aMOKCHI[MJIIHOM 1 KJIaBYJIaHOBOIO KHCJIOTOIO abo
KJITH/IAMIITHOM.

Jluxomanxa 6 nayicnma 3 Helumponenieio, Sxka ne 6i0nosioae
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72-96 ron. IIpenapatamu Bubopy B 1iboMy pasi € amporepu-
ur B (0,6 mr/kr Ha g00y) i ginocoManbHuii aMm(OTepUITnH
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Taxxenas BpoXXAeHHasa HEMTponeHus y aeTein
A.I1. Bonoxa

HauunoHanbHas meguuuHckas akagemus nocneauniomMmHoro obpasosaHus nmvenn M.J1. Lynuka, r. Knee, YkpanHa

Pestome. Tsxxenasn BPOXAEHHAN HEUTPONEHNUS — PeAKNA NePBUYHbIA UMMYHOAEULMUT C AeDEKTOM MUENOUAHbIX NPEKYPCOPOB, NPOABASETCS PELMANBU-
pytoLnmMn 6aKTepUanbHbIMI MHAEKLMAMIA Ha NEPBOM TOAY XKIU3HW. B cTaTbe onucaH cnyvai TSHKenoi BPOXAEHHON HeliTponeHum, koTopas MaHutecTupo-
Bafa B NepBble MECALbI XIU3HU THONHBIMW UHEKLNAMN KOXMN, MATKIX TKAHEN U CAN3NCTBIX 060/104€eK C OCMOXHEHHBIM Te4eHNeM, pedpakTepHbIM K neye-
HWt0. IMpu UccnesoBaHMM NyHKTaTa KOCTHOO MO3ra BbISBMEH 610K CO3PEBAHUSA HEATPOMUIOB Ha CTafuu npoMuenoumTa. KnuHn4ecknit cry4an npoaeMoH-
CTPUPOBAN CNOXHOCTU [NATHOCTUKN U IEYEHNS THKENO0N BPOXKAEHHON HENTPONEHNN.

Knioyesbie €noBa: TsKenas BpOXAeHHas HEUTPONeHus, CUHAPOM KocTMmaHa, aetu.

Severe congenital neutropenia in children
A. P. Volokha

P.L. Shupik National Medical Academy of Postgraduate Education, Kiev, Ukraine

Summary. Severe congenital neutropenia is a rare primary immunodeficiency with congenital defect of myeloid precursor presenting with recurrent bacterial
infections in infancy. The article describes the case of severe congenital neutropenia manifested by pyogenic infections of skin, mucous membrane with com-
plications and refractory treatment. Investigation of bone marrow revealed the arrest of neutrophil differentiation at the promyelocyte to myelocyte stage. This
clinical case demonstrated difficulties of diagnostic and treatment of severe congenital neutropenia.

Key words: severe congenital neutropenia, Kostman syndrome, children.
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HOBOCTH

BpICOKOTEXHOJIOTHYHBIE OUKHU
MO3BOJISIT XUPYPraM BUIET IOPA’KEHHbIE PAKOM KJIETKH

WccenenoBarenn Meauinunckoit mkosbsl  Bammnr-
ToHckoro yHusepcutera B Cent-Jlynce, mrar Muccypy,
paspaboTanu crnocob BU3yanHU3allMU PaKOBBIX KJETOK
C MCIOJIb30BAaHUEM CIIEIHATBHBIX BbICOKOTEXHOJIOTHYHDIX
OYKOB. YCTPOHCTBO MpPEAHAZHAYCHO JJISI TOTO, 4TOObI
XUPYPIry MOTJIUA OTJINYATH 3[0POBYIO TKAHb OT TKaHU, TIOPa-
SKEHHOI paKoM.

PaxoBble KJI€TKU TSKEIO ONPENeaUTh Jaske MPU CUITh-
HOM YBEJNYEHUU, OJHAKO CIeIMaIbHble OYKU MOMOTYT
XUpypraM VajisTh BCIO OIYXOJIEBYIO TKaHb O3 pHCKa
octaBUTh GJIysKarolIue pakoBbie KieTku. [Ipu pacemorpe-
HUM 4Yepe3 OYKU, PAKOBbIe KJETKU OYAyT IIOICBEYECHDI
CHHUM CBETOM OJ1aroziapsi CrenuajbHoMy (hiryopeciienTHo-
My MapKepy, BBOAUMOMY B OIyX0Jib. HeM cBeTiee 0ToOpa-

JKaeMbIil OTTEHOK CHHETO, TeM 00Jiee BHICOKYIO KOHIIEHTPA-
U0 PAKOBBIX KJIETOK COMEPKUT ITOT YUACTOK TKAHU.

[loxtop /[Ixxymm Maprenrtxanep, Xupypr-MaMMOJIOT
BammHIrTOHCKOTO YHUBEPCUTETA, YXKe MCII0JIb30Baja
HOBYIO TEXHOJIOTHIO, TI0Ka HE MMEIIyio OhUINAIbHOTO
Ha3BaHWs, JIJIs1 IPOBejienns nepBoii onepanun. [Ipodeccop
MaprenTxasiep yTBepKIA€T, YTO OUYKU MO3BOJIST XUPYP-
raMm 3(hGEKTUBHO YAATATh TOJIBKO MOPAKEHHBIE PAKOM
TKaHHU, He 3aTparuBasi coce/lHue 370poBble TKaHu. [locie
ornepaiy 00pasIbl TKAHK HAIPABJISIOTCS B J1aOOPaTOPUIO
1uist uaydenust. [Ipun oOHApyKeHUN PAKOBBIX KJIETOK IaIli-
€HT BHOBb OTIIpaBJisieTcst Ha oriepanuio. [To cioBam oKTO-
pa, okoJi0 20—25% JKEHIIIH, TPOXOSAIINX JTAMIDKTOMUIO,
MTOBTOPHO TIO/[BEPTAIOTCST OTIEPATTHH.

Hcmounux: http;//medexpert.org.ua
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