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XXOBYHOKAM'AHA XBOPOBA Y LITEN, XBOPUX HA CNALKOBY
MIKPOCOEPOUUTAPHY TEMONTIITUYHY AHEMIIO

PesloMe. BusyeHi knitivHi 0cobnMBocTi 0c HOBHUX (POPM XOBYHOKAM SHOT XBOPOOU, LLSISIXOM MPOBELACHHS PETPOCIEKTUBHOM
aHanizy 46 ictopivi xsopob aited, BikomBia 1-x 40 18- Ty pOKiB, L0 3HAXOAWINCH Ha CTaLlio HapPHOMY J1iKYBaHHI B OHKOreMaTos1ori4-
HOMY BilAINEHHI BiHHULIbKOT 061aCHOI ANTSYOI KTiHIYHOI ikapHi B nepion 2009-2016 pp. BcTaHoBAEHO, L0 ypaxeHHS reratobitiap-
HOI cucTemy criocTepiranocs y BCIX AiTed, XBOPpyX Ha BPOLXEHY MIKpocgepoLnTapHy reMosliTuyHy aHemiro. Posroain aitesi 3
BPOLKEHUM MIKPOCHEPOLINTO30M, LLIO MaAIOTh YPaXeHHS renatobiliapHoi cucTemu, 3a16XXHO Bifl BIKy f cTaTl nokasas, 1o 3760i1b-
LLIOTO XBOPIIOTb X/10M MK BikoM Bif] 12 10 18 pokiB. ACUMITTOMHIE X0nes1iTias BusiBaeHo y 24 xBopux (52,2%3,0 %), bosboBa popma
y 1/3xBopux, HarnaaononibHa opma 3 xoB4HUMY Koslikamny 8 (17,42%1, 1 %) xBopux. BiaMmiveHo 40CTOBIpHE 301IbLLIEHHS 3araslb-
Horo BinipyOiHy y BCix AITes, XBopux Ha CraAKoBuY MIKpocghepoLMTo3, NOPIBHAHO i3 3710P0BUMY [IITEMU, & TAKOX HASIBHA J0CTOBIPHA
Pi3HNLIA MokasHuka akTnBHocTi AJTT, B sanexHOCTI Bifl BiKy, akuid y rpyni aitedd Bin 12 ao 16 pokis 6inbiumii Ha 20 % Bi Takoro

rioka3HuviKa y BikoBivi rpyn Bif 1,40 6 pokis.

Knio4oBi cnoBa: gitu, remMonitudHa aHemisi, XoB4HoOKaM'aHa xBopoba.

BcTtyn

BripoBagykeHHs1 B MpakTUKy NefjaTpa BUCOKOIHpOpMa-
TUBHUX MeTOAIB AiarHOCTUKW Aano MOXIMUBICTb 36inbLum-
TW 4acToOTYy BUABJEHHS naTonorii renatobiniapHoi cuctemn
npy crnagkoBUX reMoJIiTUYHUX aHeMisiX. YpaXeHHs renaro-
GiniapHoi cuctemn ycknagHioe nepebir cnagkoBoi reMoni-
TU4HOI aHeMii, noTpebye cucTemMaTUYHOI MeaUKaMeHTO3-
HOi KopekLiji Ta, HepigKo, XipypriYHOro BTPyYaHHS.

)KoBuyHokam'siHa xBopoba (OKKX) y gutadomy Biuj no
JaHUX pidHMX aBTOpIB cknagae Ao 3-5 % B cTpykTypi rena-
TobiniapHoi cuctemn [2]. Bing 30 % Bcix Bunagkis XXKX y
niTell BUHMKAIOTb BHACNiOOK XBopo®, NMOB'A3aHNX 3 remMor-
i3oM. 3a pisHUMK AaHUMK cepe AiTeNn, XBOPUX Ha cragKo-
BY MikpochepouuTapHy aHeMilo, croctepiraeTbes Big, 4 Ao
46 % BunaakiB xoneniTiasy Ta 3 Bikom HyacTtoTa 36iNbLUyeTbesl
0o 62 % y popocnux (30-50 pokis) [1, 3].

Y 3Ha4HoI KinbKOCTi AiTen i3 cnagkoBuM chepoumTo-
30M MIrMEHTHI KaMeHi XXOBYHOI0 Mixypa (popMyloThes BXe
B MNepioAi AowkKinbHoro Biky [4].

Tak, XKX siBnsie cobolo cepliosHy MeanyHy npobnemy
y 3B'I3KY 3 MPOrpecyymM i ycknagHeHum nepebirom y
anTta4omy Biui. B ocHoBi po3BuTky XKX Ha noyaTkoBUX
eTanax nexuTb npolec QyHKUjoHanbHMUX poanapis Giniap-
HOIO TPaKTy, HEKaNbKYJIbO3HOIO XONEeUMCTUTY, KU Y CBOID
yepry, BKJlo4ae iHQeKUinHO-anepriyHUin KOMMOHEHT Ta Mo-
B'A13aHi 3 HUMW HelpPOeHAOKPUHHI NpobnemMn Ta reHeTUYHI
¢akTopn [10].

MigBuULLYE pM3MK PO3BUTKY XONeniTiady cynyTHe ycrnag-
KyBaHHS cuHapomy Xunbbepa [6, 9]. BusHavyeHHs non-
imop@iamy npomoTtopa UGT1A1 npu cuHapomi Xunbbepa
BKasye Ha nigBuLLeHHs BMicTy GinipybiHy BHacnifok 3HU-
XEHHS1 aKTUBHOCTI HepMeHTY YPUANH-5- AndocdaTriioky-
poHinTpaHcdepaan [8]. Lleli reH y roMo3MroTHOMy Ta KOM-
nayHA- reTepo3MroTHOMY CTaHi y XBOPUX i3 FreMONITUYHOIO
aHeMielo NprM3BoAUTb A0 30iNblLUEHHS PU3KUKY YTBOPEHHS
KaMeHiB XoBYHOro Mixypa [11].

HafiBHiCTb 3amanbHOro NPOLECY XOBYHO- BUBIAHUX
LNAXiB, AUCHYHKLS XXOBYHOIO MiXypa, ANCTOHIA ciHKTepa

Opnni cynpoBoOXYOTbCS NopyLueHHsAM GioxiMidHMX BRac-
TMBOCTEN Ta CTPYKTYPU XOBYI, fIka B nochigyvomy Haby-
Bae NiTOreHHUX BRacTUBOCTeN. AK HacnifokK, Le Npu3Bo-
OWUTb 00 BUMAfiHHA HEOPraHiYHMX KOMMOHEHTIB OB -
XONecTeposly, XOBYHUX MiIFMEHTIB Ta conel KanbLjio, crno-
yaTky y BUrnagi ocafy, noTiM Npouec NepexoauTb y 3ak-
JIIOYHY cTagilo - GOpMyBaHHA KOHKPEMEHTIB [7].

Hali6inblu nowpeHnM TUMOM XOBYHUX KaMeHIiB npun
reMoniTUYHMX aHeMifX, 30KpemMa i Npu cnagkoBomy cde-
pounTo3i MiHkoBcbkoro- LLlogapa, € NMirMeHTHi KameHi.

Ha cborofHi icHye rinotesa Npo LjificHICTb MexaHiYHOro
BMHUKHEHHS XONECTEPUHOBMX Ta MIrMEHTHUX KOHKPEMEHTIB
y BiAMOBIAHOCTI 3 HOBUMW AaHUMW NPO BE3UKYNSPHUNA
TpaHcnopT ninigie xoeuyi [13].

MaToreHes xonecTeprMHOBOro xonenitiady o6'eaHye Taki
rpynu: NepeHacuyeHHsl X0BYi XONECTEPUHOM BHACIH 0K
HaATNLLIKY CeKpeLlii Moro B XXOBY, HEA0CTAaTHbLOI ceKpeLlii
XOBYHUX kKucnoT abo dpocdoninifie, 3HMXKXEHHs CKOPOT-
NMBOI 3JaTHOCTI XXOBYHOrO Mixypa Ta amcbanaHc (pakTopis
eHyknealji Ta aHTUHyKNealji. YTBOpeHHs arperaTiB xosec-
TEepUHY, NOPYLUEHHS CKNaay XOBYi Ta AMCPYHKLS XOBY-
HOrO Mixypa € OCHOBHUMMW (pakTopamu, Lo 34aTHi ¢pop-
MyBaTun xonenitias [12].

Y NpOoCBIT KaHabLjiB XONECTEPUH CEKPETYETHLCS Y BUT-
naai ¢pocooninigHMX MiKpoBe3nkyn, fKi Mig, [Aielo XOBY-
HWX KMCNOT NepeTBOpPIOOTLCA B MiNigHi Miuenn. Mpu ymoBi
NnepeHacKMYeHHs XXOBYi XONecTepUHOM abo X NMpU 3HMKEHHI
B Hili KOHLEHTpAaL|i XXOBYHMX KMCNOT, BiabyBaeTbes arpe-
ravjisi XoNecTepUHy 3 YTBOPEHHSIM OaraTolapoBux CTPyK-
Typ Ta KpucTanisauisi MOHoOrigpaTiB XoNnecTepuHy 3 yTBO-
peHHaM aapa [5].

MirMeHTHI >XXOBYHI KaMeHi (popMyIOTbCS Y BUMNSAAI M-
KNX KOPUYHEBMX Ta TBEPAMX YOPHWUX MIrMEHTHUX KAMEHIB.
B ymoBax remonisy Ta BUBINIbHEHHSI BENMKOI KiNbKOCTi He-
KoH'toroBaHoro 6inipy6iHy GopMyloTbes YOpHI KOHKPEMEH-
™n, ki ctaHoBNATb 30 % Bifg, BCiX KAMEHIB XXOBYHOMO Mixy-
pa. @opMyBaHHs Takux KOHKpeMeHTIB BinOyBaeTbes y cTe-
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Tabnnug 2. MNokasHWUKN CUHAPOMY X0J1eCcTasy y [iTei, XBOPUX Ha CNafKoBuil MiIKpochepoLUTO3, B 3aN1eXHOCTI Big, Biky (M+m).

MoKASHUKN S(Ci XBOPpIi Ha cNaJKoBMIA 1-6 poki 7-11 pokiB 12-16 poki 300poBi gitn
Mikpochepountos (n=46) (n=20) (n=2) (n=24) (n=40)
Binipy6iH 3aranbHWA (MKMOSL/N) 21,0+1,02* 25,0+2 .69 19,1+1,21 22,912 1 14,23+0,39
Mpsamuia 6inipy6iH (MKMOnL/N) 7,6x0,63* 10,0£1,85 6,2+£0,7 9,6+1,17 1,83+£0,08
Henpsamuii 6inipy6iH (Mikvonb/n) 13,6+£0,56* 15,1+£1,30** 13,0+0,69 13,4£1,43 12,6+0,41

MpUMITKKU: * - pi3HMUSA AOCTOBIPHA MOPIBHAHO 3 rpynot 340poBMX AiTel (p<0,001), ** - pi3HMUA BiporigHa MixX BiKOBUMN

rpynammn 1-6 pokiB Ta 7-11 pokiB (p<0,05).

Tabnuus 3. MMoKasHUKM CUHAPOMY LIUTONI3Y Y AiTEN, XBOPUX HA CNaaKoBUiA MIKpOChepoLUTOS, B 3aNeXHOCTI Bif BiKy (M£m).

MoKasHK Bci xBopi Ha cnaakoBuii 1-6 pokiB 7-11 pokis 12-16 pokiB 300poBi gitm
Mikpocdepountos (n=46) (n=20) (n=2) (n=24) (n=40)

AT (Mmonb/rog*n) 0,9+0,06* 0,8+0,11 0,9+0,07 1,0£0,14** 0,32+0,009

ACT (Mmonb/rog*n) 0,8+0,04* 0,8+0,09 0,8+0,07 0,9+0,11 0,34+0,008

MpUMITKK: * - pi3HMLA AOCTOBIpHA NOPIBHAHO 3 rpynot 300poBuUX aiten (p<0,001), * - pisHULA BiporiagHa MiX BiKOBUMW

rpynamm 1-6 pokis Ta 12-16 pokiB (p<0,05).

MONOXEHHS Tina.

[Mpwn aHanisi KNiHIYHMX AAaHWX BCTAHOBMIEHO, IO AWC-
Mencu4Hi fBMLIA CYNPOBOAXYIOTb 3aXBOpoBaHHA Y 77 %
niteld, 6inb y AinAHUi NedviHkK crnocTepiraBesa 3pebinbLioro
y AiTeRl, wo manu HanapgonofibHy GopMy 3 XXOBYHUMM
Konikamu, renatocnneHomMerania giarHoctoeaHa y 97 %,
XOBTSHNLS Y MiXXKKPWU30BUIA Nepiof cnocTepiranacby 12,5%
LiTell, XBOPUX Ha BPOOXXEHUN MiKpocdepoumnTos.

3a 0TpMMaHMMK AaHUMK, MPOBIAHUM CUHAPOMOM, Y BCiX
niTel HesanexHo Big Biky, 6yB renaTtoslieHalbHUN cUHA-
poM. [uncnenTnyni nposiBm cnocTepiranucsa y 13 (72,2+3,2
%) niten Bikom Big, 1-6 pokie Ta y 20 aitelt nybepTaTHOroO
nepiony (83,4+3,3 %). CuHAPOM XOBTSHUL AiarHOCTyBaB-
csl NepeBaxHo y Aiten Bikom 12-16 pokie (80£2,9 %).

BinmiueHo pocTtoBipHe 36inblueHHs 3aranbHoro Ginipy-
6iHy y BCix AiTeN, XBOpUX Ha cnagkoBUn MikpochepoLm-
TO3, MOPIBHSIHO i3 300pOBMMM AiTbMK. PiBeHb HeENpsAMOro
6inipy6iHy y aiTen BikoBoi rpynn 1-6 pokiB A0CTOBIpHO
GinblKWiA, HdX y BikoBil rpyni 7- 11 pokiB Ha 13,9 % (Tabn.
2).

OpepxaHi HaMK pe3ynbTaTuh cBigYaTb NPO HASIBHICTb
[OCTOBIPHOI Pi3HWLL 04HOrO i3 MOKa3HWKIB LIMTONI3Y Yy AiTeN,
XBOPUX Ha CMaAKOBUA MiKpocdepoLMTOo3, 3a51eXHO Bif Biky.
Tak, akTneHicTb AJITy rpyni aiten Big 12 oo 16 pokis 6inbLua
Ha 20 % Big Takoro rnokasHWka y BikoBild rpyni (tabn. 3).

BucHoBkn Ta nepcnektTuBM nopganblUnx
poapobok

1. MNpoBeaeHWIn peTPOCNEKTUBHNIA aHani3 icTopil XBo-
pob nokasas, Lo ypaxeHHs renaTtobiniapHoi cuctemu crio-
cTepiranuncb y BCiX AiTel, XBOPMX Ha BPOMXEHY Mikpocde-
pouuTapHy reMmoniTu4Hy aHemito MiHkoBcbkoro- LWog da-
pa.

2. Posnogin aitel 3 BpOAXEHO FEMOMITUYHOK aHe-
Mieto MiHkoBcbkoro- LLogdapa, Wo MaoTb ypaXKeHHs re-
natobiniapHoi cucteMun B 3anexXHOCTi Bifg Biky i cTaTi
CBiAYNTL, Wo 30e6inbLoro XBopiloTb XNOMYMKMA BiKOM Bif,
12 no 18 poki..

3. KniHiyHa kapTuHa ypaxeHHs renaTobiniapHoi cucTe-

MW Y AiTeN 3 BPOAXEHUM MiKpOoc(hepoLUTO30M XapakTe-
pusyBanacb AUCNENncUYHUMK SBULLIAMMW, SKi CYyNPOBOAXY-
BasNM 3axBoploBaHHA y 77 % pfiTel, renatocnneHoMeranis
fdiarHoctoBaHa y 97 %, XOBTSHULUSA Y MDKKPM30BUIA Nepiof,
cnocTepiranacb y 12,5 % piten.

4. ACMMNTOMHWIA X0oNeniTias, 9K BapiaHT XXOBYHOKaM 'si-
Hoi xBopobu, BuaBNeHo y 24 xBopux (52,2+3,0 %), 605b-
oBa ¢opma y 1/3 xBopux, HanagonogibHa GpopmMa 3 XOB-
YHUMMK Konikamn y 8 (17,4x1,1 %) xBopux.

5. [MpoBeAeHHs yNbTPasBYKOBOr0O AOCHIMKEHHS MeYiH-
KM Ta XXOBYHOIO MiXypa Aano MOXJIMBICTb BUSIBUTU HACTYMHI
3MiHM 3 6OKY XOBYHOI0 Mixypa: Y BCIX XBOPUWX YLLiNbHEH-
HSl Ta MOTOBLUEHHST CTIHKM XXOBYHOIO Mixypa, AMCHYHKLI0
KOBYHOIO Mixypa 3a FinoToHIYHMM TUMNOM BuUsiBeHO y 30
xBopux (65,2+4,1 %), S-nogiGHWiA XoBYHUIA Mixyp y 10
xBopux (21,7%1,8 %), HaaBHICTb ocaZly B XKOBYHOMY Mixypi
y 38 piten (82,6%3,7 %), HasBHICTb NepernHie, NepeTnHoOK
Ta nepeTaxok y 32 xgopux (69,5+4,8 %).

6. BigmiveHo pocToBipHe 36iNnblieHHSA 3aranbHOro
Ginipy6iHy y BCix AiTeld, XBOpUX HA cnaAKoBuWiA Mikpoche-
POLMTO3, MOPIBHSAHO i3 300POBUMK AiTbMW. PiBeHb Henpsi-
Moro 6inipybiHy y aitel BikoBoi rpynu 1-6 pokiB A0CTOBI-
pHo GinbLIWIA, HiX y BikoBil rpyni 7-11 pokie Ha 13,9 %.

7. OpepxaHi HaMK pe3ynbTaT CBiAYaTh NPO HAsIBHICTb
[OCTOBIPHOI Pi3HNLL OAHOrO i3 MOKa3HWKIB LIMTONI3Y Y AiTeMn,
XBOPMWX Ha CMaAKOBUI MiKpochepoLMTo3, B 3a1eXHOCTI
Bifl BiKy. Tak, akTmBHicTb AJIT B rpyni giten Big 12 po 16
pokiB 6inblia Ha 20 % Big Takoro nokasHuka y BiKOBIK
rpyn Big 1 go 6 pokis.

Llinkom 3po3ymino, wo npoBeneHi AOCRiAXeHHs
cBiaYaTb Npo HeoOXigHICTb A,OCKOHANOro BUBYEHHS ypa-
XeHb renartobiniapHoi cucteMun Npy cnagkoBoMy MiKpoc-
(pepoumnTosi. YpaxeHHst renaTobiniapHoi cucTeMn ycknag-
Hioe nepebir cnagkoBoro Mikpocdepountosy, notTpebdye
cucTeMaTUYHOI MeanKaMeHTO3HOI KopeKLji Ta, Hepiako,
XipypridyHoro BTpy4aHHsi. Came ToMy € HeoOXiaHMM noaarib-
e BMBYEHHS 4acTOTW Ta 0COBNMBOCTEN ypaxeHHs rena-
TobiniapHoi cucTeMmn y AiTel, XBOpWX Ha CraKoBUIA MiKpoC-
¢GepoumnTos.
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XENYEKAMEHHAA BOJIE3Hb Y AETEW, BOJIbHBIX HACNEACTBEHHBIM MWKPOLIUTO30M
PesloMe. YM3yyeHbl KIMHUYECKNe 0COBEHHOCTY Pa3/TMYHbIX QOPM XeslyeKaMeHHOU 601e3Hn y 46 60/1bHbIX HACTIEACTBEHHbIM
MUKPOCHepoLNTO30M yTEM [1POBEACHUSI PETPOCIEKTUBHOIO aHAIN3a ncTopuii 6o1e3nn fgetesi B Bo3pacre ot 1 go 18 saer,
KOTOpbIe Haxoau/INCh HA CTaALMOHAPHOM JIEYEHUN B OHKOreMAaTOJIOMMYecKoM OTAe/IeHn BUHHNLKOV 06aCTHOM AeTCKOU KIMHU-
4eckoi 60/1bHULbI B riepuos 2009-2016 rr. YcTaHOB/IEHO, H4TO MOpaXxeHne rernatobuinapHon cucTeMbsl Habmoaanock y BCEX
AeTed, 60JIbHbIX BPOXACHHBIM MUKPOCPepoLnTo30M Pacripeneserne AeTe, 60bHbIX MUKPOCEHEePOLUTO30M, KOTOPbLIE UMe
rnopaxxeHune renarobuivINapHoy CUCTeMbl, B 3aBUCHUMOCTH OT BO3pacTa v roJja rnokasasi, 470 B 60/bLINHCTBE 601e0T Mabyuku B
Bo3pacte o7 12 f4o 18 net. ACUMIITOMHBIN XONennTnas obHapyxeHo y 24 607bHbIX (52,243,0 %), 6oneBas popma y 1/3 60JIbHBIX,
npUCTyrnoobpasHas Gopma ¢ Xesr4HbiMu konukamu y 8 (17,4%1,1 %) 6o0/bHbIx. OTMEYaeTCcs AOCTOBEPHOE YBE/IMYEHME 00Lero
6unnpybura y Bcex fetes, 60/IbHbIX HACEACTBEHHBIM MUKDOCHEPOLUMTO30M, N0 CPABHEHUIO CO 340POBLIMU AETbMU, & TAKXE
uMeeTCs1 JOCTOBEPHAS PA3HULA T0Ka3aTesisi akTusHocTu AJIT B 3aBUCHMOCTY OT BO3pacTa, KOTopbivi B rpyrine AeTed B Bo3pacte
oT 12 go 16 ner 6osbiue Ha 20 % 1o cpaBHEHMIO ¢ TAKOBBIM 110KasaTesieM rpyrnsi AeTes or 1 4o 6 ner.
KnioueBble cnoBa: geTu, reMoauTudeckas aHeMusi, Xea4eKaMeHHas1 00e3Hb.
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Dudnyk V. M., Furman V.G.

CHOLELITHIASIS IN CHILDREN WITH HEREDITARY MICROSPHEROCYTOSIS

Summary. The clinical features of the main forms of cholelithiasis have been studied by a retrospective analysis of 46 histories of
diseases of children aged 1 fo 18 years who were on inpatient freatment in the oncohematological department in Vinnytsya regional
children clinical hospital during 2009-2016 years. We found that damage of hepatobiliary system was observed in all children with
hereditary spherocytosis hemolytic anemia. The distribution of children with hereditary spherocytosis, which have affected the
hepatobiliary system, has shown that boys are more likely to be ill at the age of 12 to 18 years. Asymptomatic cholelithiasis was
detected in 24 patients (52,243,0 %), pain form in 1/3 of patients, symptomatic gallstones form with biliary colic in 8 (17,4%1,1 %)
patients. A significant increase in fotal bilirubin in all children with hereditary spherocyfosis was noted in comparison with healthy
children. In the group of children aged 12 to 16 years the activity of ALT is higher 20 % than in groups aged 1 fo 6 years.

Key words: children, hemolytic anemia, cholelithiasis.
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