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KJIIHIYHI BUNTAAKN XBOPOBW NLWE Y AOPOCJINX
©3. . Maupsin, 0. €. CamoranbcbkKa
TepHoninbcbKul HauioHanbHUl medudyHull yHisepcumem imeHi I. A. fopbayescbko2o MO3 YKpaiHu

PE3FOME. XBopoba lowe € piaKiCHOK NaTosIori€to, AKa, 0AHAK, TPANIAETbCA Y NPAKTULI NikapiB B YKpaiHi, TOMy
iHpopMaLis Npo Lie 3aXBOPIOBAHHA € aKTYasIbHOH.

OCHOBHA YaCTUHA. 3rigHo 3 Knacndikauiero, xBopoba lolle € J1i30COMHOK MaTOJIOTi€0, B OCHOBI AKOT JIEXXUTb CNaj-
KOBWI AediunT akTMBHOCTI pepMeHTY rtoKouepebpo3naasn. HanTnnosilwmMMm KNiHiYHMMK NposBaMu XxBopobu Mowe €
36iNblUEHHA PO3MIpIB CenesiHKM 1 NeYiHKM, pO3BUTOK aHeMii, TpoMbouunToneHii, peunamnsHi 60ni B KiCTKax, po3BUTOK
PanTOBMX iIHTEHCUMBHMX HAMaAiB OCaJIrin TOLLO. YPa>keHHS KiCTOK BU3HAYa€E NPOrHO3 3aXBOPIOBAHHSA, MOXE NPU3BECTUN A0
TAXKOT iHBaliAn3aLjii 3 nopyLeHHAM pyxoBoi GpyHKLii. 3 1991 poky 3'ABMBCA NepLINi MeaNYHMIA NpenapaT ANs NikyBaH-
HS LbOro 3aXBOPIOBAHHA — arouepasa. XsBopoba lowe cTana nepLuoto cepef XBopob HakoMMYeHHSA, Ska nigaanaca
BMJIMBY Tepanii 3 pepmMeHTO3aMiHHMKAMMU. Y CTaTTi PO3rIAHYTO K/iHIKO-MOpdO0J10TiuHi MpOoABK 3aXBOPIOBAaHHS, NiKyBaJib-
HY TaKTWKY Ta NporHo3. MpoBeeHo aHani3 TMMOBOro KAiHIYHOMo BMNaAKy XBopobu lMowwe | Tuny y ABOX AOPOC/IMX NaLieH-
TiB, AKi NepebyBasiM Ha CTaLiOHAapHOMY NiKyBaHHI B reMaTo/10rYHOMY BigAineHHi TepHOMiNbCbKOT YHIBEPCUTETCHKOT Ni-
KapHi, Y IKMX BAAN0CA LOMOITUCA PerpecyBaHHSA KJTiHIYHMX MPOSABIB LibOro 3aXBOPHOBAHHS.

BUCHOBKM. ByacHa fjiarHocTnKa xsopobu Molle Aa€ MOXANBICTb NPU3HAYMTN depMeHTO3aMicHY Tepanito uepesu-
MOM, LLIO MOXe NPOAOBXUTHN XBOPOMY XWUTTA Ha 6arato pokiBs. Mpu LbOMY NauieHT Ma€ nepebyBaTy Nig HarnsaoM daxis-
uies (nepiatpis, rematosoris). TpMBane NikyBaHHA XBOpo6U loLLe Lepe3nMoM MOBHICTIO cTabinisye naTonoriyHnin npo-

LLeC, 3HMXKYE BMPAXKeHi 3MiHM B KiCTKaX i MAPEHXiMAaTO3HMX OPraHax, MOMITHO MOKPALLYE XXUTTS XBOPUX.
KJIKOYOBI CJIOBA: xBopoba lNoule; Aopochi, Liepe3nm; KJiHIYHNA BUMaaoK.

BcTyn. XBopob6a lolle — cnagkoBe 3aXBOPHOBaH-
HA, AKe HA/NIeXNTb 40 XBOPOb HaKonMyeHHA. B Moro
OCHOBI NIeXnTb cnagkosuin AediunT aKTUBHOCTI
depmMeHTy rrokoLepebposnaasm, Ak 6epe y4acTtb
y nepepobui NpoAykTiB KJITUHHOrO MeTabosiizmy.
3rigHo 3 Knacudikauiero, xBopoba lowe HanexuTb
00 Ni30COMHMX MaTOJIOTiN. Y pe3ynbTaTi HepgocTaT-
HbOT aKTUBHOCTiI pepMeHTY rNtokoLepebpo3naasn B
Makpodarax HakonuuylTbCa HenepepobsieHi npo-
OYKTW MeTaboniamy, Npu UbOMY KNiTUHM HabyBatoTb
XapaKTepHOro BUrAsAy KNiTvH lowe, abo «KAiTWH
HaKonMYyeHHsa». Lli BUAO3MIiHEHI KNiTUH MicTATbCA B
cenesiHui, MeyviHUi, KiCTKax CKeneTa, KiCTKOBOMY
MO3KY, JlereHAX. BoHM HakonunuyoTbCA Y BKA3aHUX
opraHax, np13Boaayn Ao ix 36inbweHHA Ta aedop-
Maldji, i, AK pe3ynbTaT, A0 nopyleHHs GyHKUil. 3Bia-
CW MOXOAMTb TePMiH «XxBopo6a HakonnueHHA» [1, 6].
Ynepue BKa3aHi 3MiHM B 1882 poui onncas Muaun
LLlapnb EpHcT lowe, AKMN BUABUB XapaKTepPHi KNiTu-
HW, LLLO HAKOMWNYYIOTb HEPO3LLLENJIEHI XXMPW, Y XBOPO-
ro 3i 36inbLIeHoto cenesiHkoto [4].

Ha cboropfHi icHytoTb abcontoTHO pi3Hi 1 cyne-
pPeYNMBI AaHi WOoAO0 YacTOTW BKA3aHOrO 3aXBOPIo-
BaHHA. B 6i/1bLLOCTI BUNAAKiB daxiBLi CTBEpAXYIOTb,
Lo XBOpoba TPanaA€ETbCA OAMH pa3 Ha AeCATKU TU-
cAY BUNaakiB. KpiMm Lboro, 3a3Ha4a€eThbCs, WO 3aXBO-
PHOBAHHS MEPLUOro TUMNY AY>XXe YaCTO 3yCTPIYaAETbCA Y
NH0Aen B eTHIYHIN rpyni éBpPeiB allKeHasi, asie Moxe
BMHMKATK i B IKOAEN iHWMX €THIYHUX IPyr. 3arajiom
xBopoba lNouwe TpanaseTbca 3 yactotoro 1:40 000 —
1:60 000 y npeACTaBHMKIB YCiX €THIYHMX Py, a B NO-
nynauii €éBpeiB allkeHasi 4acToTa LbOro 3axBOplo-
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BaHHA pocarae 1:450. B YkpaiHi xBopoba lole €
Oy>XXe pifIKiCHMM 3axBoptoBaHHAM [3].

[0ON10OBHOK MPUYMHOIO XBOPO6M BBaXalTb My-
Tauilo reHa rnokouepebposunais, NpUYoMy B opra-
Hi3Mi JIIOAVMHN HaABHI ABa Takux reHn. Hanpuknag,
AKLLO OAMH 3 LINX reHiB 340POBUI, a APYIM reH ypa-
>K€HWI, TO NIIOANHA CTAaE HOCIEM XBOpobu lowwe. Pu-
31K HAPOAXXEHHA ANTUHM i3 3aXBOPIOBaHHAM lowe y
340p0BKUX 6aTbKiB MOXJ/IMBUI B TOMY BMNAAKY, KON
HOCIIMM BXe YpaXkeHoro reHa € i marip, i 6aTbko. Bca
CKNAAHICTb NONIATAE B TOMY, L0 JIOAWHA, AKa CTaNa
HOCIEM reHa, He BiAYyBa€E XXOAHNX CUMMTOMIB XBOPO-
61, ToMy B3arasi He MaeE nigcTaB i NpMBOAIB 3aMuUC-
JIF0BATUCA WO40 HeobXigHOCTi FreHHOT eKcnepTUsm.

XBopoby lolle Ha3MBaloTh e XBOPOo6Ooto HAKo-
NMUYEeHHA Yepes HeJOCTaTHICTb GepMeHTy, AKNUIA MNo-
BMHEH BUBOAMTM LWIKIiANMBI NpoAyKTM 06MiHy 3 opra-
Hi3My, @ He HaKONWYyBaTM iX. Y pe3y/ibTaTi i pe4yoBu-
HM 36MpatoTbca B Makpodarax OeAKUX OPraHiB i
PYMHYIOTL iX. OCHOBHI KAiHiYHi npoaBuM xBopobu
lowe 3yMoBEHi HAaKOMMYEHHSIM KNITWH, WO nepe-
BaHTaXeHi npoayktamu meTabonisamy (cenesiHka,
neyviHka), i/abo NopyleHHAM CTPYKTYpU N GyHKLIT
ypaXkeHoro opraHa (KicTku, KiCTKOBUM MO3OK, Jere-
Hi). MopyweHHA poboTn Makpodaris Npn3BoANTb A0
PO3BUTKY aHeMii, KPOBOTOUMBOCTI, ANCTPODIi, KpUX-
KOCTI KicTOK, 60/1b0BUX KpW3iB. HanTnnosiwmmm Kii-
HiYHMMM NpoABaMM XBOpobu lole € 36isblueHHA
pPO3MipiB Cesie3iHKN N MeYiHKW, PO3BUTOK aHeMiIi,
TpoMbouuToneHii, peunamsHi 6oni B Kictkax abo
PO3BUTOK PanTOBUX iIHTEHCMBHMX HAMagiB OcCasrin.
OCTaHHi cynpoBOAXYOTbCS GebpUJIbHOK JIMXOMaH-

ISSN 1811-2471. 3006ymku KAiHi4HOI | ekcnepumeHmasibHOi MeduyuHu. 2019. N2 4



O2n190u iimepamypu, opu2iHaibHi 00C1iOxEeHHS, No2/180 Ha npobsiemy, BUNAGOK 3 NPAKMUKU, KOPOMKI NOBIOOMIEHHS

KO 1 MiCLLeBMMWN O3HaKaMM FOCTPOro 3anaJieHHs y
BUrNAAi HabpaKy, rinepemii, Wo Haraaye KapTuHY oc-
TeoMieniTy. IHKoIM xBopoba MoXe BrepLle NposiBu-
TUCA NepesioMaMM KiCTOK YHAC/iAOK He3Ha4yHol
TPaBMW. YPaXKeHHS KiCTOK BM3HA4Ya€ NPOrHO3 3axXBo-
PIOBaHHA Ta iHKOJIN MOXKE MPU3BECTM A0 TAXKOI iH-
Banigm3auii 3 nopyweHHAM pyxoBoi ¢yHKLiT BHaCi-
JOK YMCJIEHHUX NAaTONOriYHMX nepesiomis, aedop-
Mauii KicTok i cyrno6is. Yacto ue npusBoauTb A0
HeobXxigHOCTi NnpoTe3yBaHHS 3pYyNHOBAHMNX KY/1bLLO-
BMX abo naevoBux cyrnobis [6].

KniHiYHa KapTMHa 3aXBOPIOBAHHS XapaKTepum3y-
€TbCA TPbOMA TMNAMMU:

— | TMN XxapakTepu3yeTbCA BIACYTHICTIO O3HaK
YPa>XXeHHA HEPBOBOI CMCTEMMN, TOMY MOro BiHOCATb
[0 rematosioriyHoro nepebiry xsopobu. B nepuuy
yepry BiabyBaeTbcA 36inblueHHs 6araTbox napeHxi-
MaTO3HWX OPraHiB, Hacamnepep cenesiHku. MisHiwe
cnocTepiratoTbca BisyanbHi gedopmadii 3 6oky Kic-
TOK. Llen T1n 3aXBOPOBAHHA YacTilwe TpanaseTbca y
LOpOC/INX.

— 1l T1n (rocTpuit HeMponaTUYHWIA) BUABNAIOTb Y
[iTen paHHbOrO BiKY, BiH XapaKTePU3YETbCS TAXKNM
YPaXKeHHAM FOJI0BHOIO MO3KY, NPK LibOMY XBOPI pia-
KO [OXXMBatOTb A0 ABOPIYHOrO BiKY;

— Il TMN (XpOHIYHMA HEPOMATUUYHWNI) NOEAHYE
6inbLU pi3HOPIAHY rpyny XBOPUX, Y AKMX O3HAKM ypa-
>KEHHSI HEPBOBOT CUCTEMM MOXYTb MPOABASATUCA AK Y
paHHbOMY, TaK i B MigliTkKoBOMY Bili [2, 5].

Hanuactiwe TpannaeTbes | Tmn xsopobu lowe,
AKMn ByBae SK y AiTen, Tak i B gopocnnx. CepeaHin Bik
XBOPWX HAa MOMEHT AiarHOCTUKM 3aXBOPIOBAHHA Ba-
pitoe Big 10 go 40 pokiB. CNekTp KAiHIYHMX MPOABIB
JAy>Ke LUMPOKMIA: 3 04HOIo 60Ky — «6€3CMMMTOMHI» Na-
LEHTW, Y AKMX 3aXBOPHOBAHHA BMMAAKOBO BUSBASAIOTb
Npyv AncnaHcepHoMy 06CTeXeHHI, 3 iHLLOro 60Ky —XBo-
pi 3 TAXKNM nepebirom xBopobu, MacMBHUM 36is1b-
LUEHHAM MNeYiHKM N cene3iHKK, TAXKKOK aHeMieo ¢
TPOMbBOLMTOMNEHIED, BUPAXKEHUM BUCHAXEHHSIM i pO3-
BMTKOM TAXKMX, XUTTEBO HeBE3MeYyHMX YCKAagHEHb
(kpoBoTeUi, po3pmBU 11 iIHDAPKTM CenesiHKn, AeCTpyK-
LA KicTok). MPOMiXKHY rpyny MiX LMW NOJIAPHUMMN
KNiHIYHUMW BapiaHTaMM CKNadatoTb XBOPi 3 NMOMip-
HOM aHEMIEID 1 MaM>Ke HOPMaJIbHUM CK/1I3A0M KPOBI,
3 HasABHicTIO abo 6e3 ypaXkeHHs KicTok [8].

[LiarHo3 xBopo6u lole BCTAaHOBAOWTL Ha Mif-
cTaBi 6ioxiMiYHOro aHani3y akTMBHOCTI MapKeEPHOro
depMeHTy — Kncnoi rnokouepebposngasn — y nen-
KounTax KpoBi [1, 8]. 3HMXEHHA aKTUBHOCTI dep-
MEHTY MeHW Hi>XX Ha 30 % Big HOPMANILHOrO pPiBHA
niaTBepAXye AiarHo3. JoaatkoBum 6ioxiMiyHMM
MapKepOM, XapaKTepPHUM A1s1 XBOpobu loLwue, € 3Hay-
He NiABMLLEHHS aKTMBHOCTI XiTOTPio3naasn B CUpo-
BaTLi KpoBi. [liarHo3 xBopobu loLle MoXHa BCTaHO-
BMTM 33 JOMOMOIOK MOJIEKY/ISPHOIO aHani3y reHa
rnokouepebposnaasn. OgHaK CKNagHICTb | BUCOKA
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BapTIiCTb LbOro AOCNIAXEHHA 06MEeXYHTb MOro BUKO-
PUCTAHHA HAayKOBUMMW LIiAMKW 1 PiaKiCHUMK BUNAA-
KaMU CKNaaHoi AiarHocTnku xsopobu lowe [3, 6].
MopdonoriyHe AocnigXeHHs KicCTKOBOro Mo3Ky A0-
3BOJISIE BUSIBUTW XapaKTepHi AiarHOCTUYHI efleMekr-
TU—KNiTUHM loLe, M 0HOYAaCHO BUKJTHOUYNTY AliarHO3
iHLIOro 3aXBOPIOBAHHA CUCTEMU KPOBi. PeHTreHo-
rpacdia KicTok ckesieta HeobxigHa AnA BUSB/IEHHA 1
OLIHKM CTYMeHA ypaxxeHHs KicTkoBo-cyrioboBoi cmc-
TeMun. 3MiHW KiCTKOBOT TKaHMHM MOXYTb ByTHN nNpea-
cTaBfeHi Andy3HMM OCTEOMNOPO30M, XapakTepPHOH
konbonogibHo AedopMaliero CTEFHOBUX KiCTOK
(konbwn EpneHmenepa), BOTHMLIAMMW OCTEOJi3MCY,
0OCTEOCKNEPO3Y N OCTEOHEKPO3Y. YyT/IMBIlLMMK Me-
TOAAMM AiarHOCTMKN YpaXKeHHA KiCTOK € yNbTpa3By-
KOBa AEHCUTOMETPISA N MarHiTHO-pe30HAHCHA TOMO-
rpadis, Wo A03BONAOTb BUABUTN YPAXKEHHS KiCTOK
Ha PaHHIX CTadiAX, AKi HeAOCTYMHI AN BU3HAYEHHA
3a JONOMOroto peHTreHorpadii [1].

LLle 30BCiM HeJaBHO XBOPObY lMoLwle NikyBaau 3a
il cumnTOoMaMu: BUAANAAM cenesiHky abo nposoan-
N1 onepauii Npy NaTosIOriYHUX nepesiomax. Ane B
1991 poui B CLLUA 3'ABMBCA NepLuMn MeguyHnmM npe-
napart — arnouepasa, AKMM NoYanam 3 ycrnixoM BMKO-
PUCTOBYBAaTWU ANA NiKYBaHHSA LibOrO 3aXBOPIOBAHHS.
XBopob6a lowe cTana nepuioto cepes XBopob Hako-
NMUYeHHSs, AKa nigaanaca BNaMBY Tepanii 3 pepmeH-
To3aMiHHMKaMu. Mi3Hiwe, y 1994 poui, 3'aBMBCA npe-
napar iMmirouepasa (Lepes3nMm), AKUMI € aHaNOroM
depMeHTy NtoANHN rtokouepebpo3naasu, oTpuma-
HMM 33 JOMOMOIO FeHHOIHXEHEPHMX TEXHOJIOTIN.
MeToto Takoro JlikyBaHHA € 3anobiraHHA HeobopoT-
HOMY YpaXkeHHI0 KiCTKOBO-CYr/1060BOT CMCTEMMN 1 iH-
LLIMX XWUTTEBO BaXkJIMBUX OpraHiB (nedviHka, nereHi,
HWPKMK), @ TAKOX perpecyBaHHA abo ocnabneHHaA un-
TOMNEHIYHOro CMHAPOMY, 3MEHLLIEHHSA PO3MIpiB cese-
3iHKW M NeYiHKMN.

MovyaTKoBa A03a Liepe3nMy CTaHoBUTbL 60 OLL/kr
Ha MicAub. MpenapaTt BBOANTLCS BHYTPiLLHbOBEHHO
KpanesibHO 1 pa3 Ha 2 TWXHi. B okpeMux BMMNagKax
[03a uepesnmy Moxe 6yTu nigeuweHa go 60 O4,/kr
Ha ofHe BBeAeHHA (120 O4/kr/micaup). Mpu gocar-
HEHHi KJiHiYHOro edeKkTy NpmM3HavyaTb NiATPUMY-
BaJIbHEe J1ikyBaHHA Lepe3nMoMm y ao3i 45-15 O4/kr/
Micaub gosidyHo [1].

KoHTpoJ/ib eeKTUBHOCTI 3aMicHOi depMeHTHOI
Teparnii BKJIDY3a€ MOHITOPUHI NOKA3HWKIB 3arasibHo-
ro aHanisy kposi (1 pa3 Ha 1-3 Micsaui), 6ioxiMiyHNX
MOKa3HMKiB KpoBi (1 pa3 Ha 3—6 MicAUiB), y TOMY Ync-
Ni 1 BU3HaYEHHA aKTUBHOCTI CUPOBATKOBOI XiTOTpiO-
31033U; BU3SHAYEHHSA PO3MIpiB CeNe3iHKKN 1 NeYiHKu;
OLLiHKY CTaHy KiCTKOBO-Cyrno60oBoi cuctemun (AeHcu-
TomeTpis, MPT, peHTreHorpadia KictTok 1 pa3 Ha
1-2 pOKM 3a NMOKa3aHHAMMN).

MporHo3 npu xBopobi lowe | TNy y BUNaaKky
CBOEYACHOIO MPU3HAYEHHA 3aMicHOI depMeHTHOI
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Tepanii cnpnAaTaneui. Npu po3BUTKY HE3BOPOTHMUX
YLWKOAKEHb KiCTKOBO-CYrn060BOi CMCTEMM MOKa3a-
He opToneamnyHe NikyBaHHSA. MNpKY yparkeHHi XXUTTEBO
Ba>KJIMBMX BHYTPILLHIX OPraHiB NpoOrHo3 BU3HAYa€eTb-
ca cTyneHeM AMcohYHKLUIT ypaXkeHUX OpraHiB i pos-
BMTKOM 3arpo3/IMBMX 4151 XXUTTA YCKAa4HEHb (Kpo-
BOTEUYi 3 BAPNKO3HO PO3LUMPEHNX BEH CTPaBoxoay M
LWIYHKA, Nporpecyroda AnxasibHa HeAoCTaTHICTb
Towlo) [1, 6].

AK KNiHIYHI NPUKIaAM MOXHA PO3r/IIHYTM OBa
BMMNAAKN CNOCTEPEXEHHS 33 XBopuMMK H. i J1., 241 25
poKiB, ki HeoAHOpPa3oBo nepebyBasnu Ha cTalioHap-
HOMY JIiKyBaHHi B remMaTo/1I0riYHOMY BiaAisieHHi Tep-
HOMi/IbCbKOT YHIBEPCUTETCHKOI JTiKapHi.

XBopa H., 25 pokiB. [liarHo3 xBopoba lowe 6yB
BCTaHOBAEeHU y 2002 poui. 3aXBOPHOBAHHSA pPO3Mo-
Yyasiocb i3 NposBiB 3arasibHOI cNabocCTi, roSI0BOKpY-
XXiHHSA. BaTbKM OAUTUMHWN 3BEPHY/INCA B NMOJIKJIIHIKY 33
Micuem npoxuBaHHA. Mpu ornaai 6yno BusABIEHO
6nigicTb WKipHMX NOKPWBIB, Aesike BigCTaBaHHS B
POCTi M 3aTPUMKY MCUXOMOTOPHOrO PO3BMTKY. 1A
noaasblioro foobcrexeHHA agnTUHA byna rocnitani-
30BaHa y ANTAYE MiCbKe remMaTosIorivyHe BiadisieHHs
M. TepHoninb. NMpoBOANIN HACTYMHI AOC/IAXEHHS:
3arasibHU aHani3 KpoBi, 3a JONOMOrok AKOro 6ynu
BMSIBJIEHI aHEMif CepefHbOro CTYMeHs TAXKOCTI,
npuckopeHHa LLOE; B pe3ynbTaTi 6ioxiMi4yHOro aHa-
Ni3y KpoBi BUABNEHe aeake nigsuweHHs AJIT, ACT;
MOKA3HMKKN KOaryJiorpaMm BKasyBaJiM Ha CXMJIbHICTb
0o rinokoarynsuii. BigMiyeHo 3HMXXeHHSA NpoTpoMbi-
HOBOrO iHAeKcy, TPoMbiHOBOro Yacy Ta piBHs ¢ibpu-
HoreHy. Mpuv yAbTpa3ByKOBOMY AOCANIAXKEHHI OPraHiB
YepeBHOI MOPOXXHMHM ByN0 BUABJIEHO renaTocnJie-
HoMmerasito. [pn NpoBeAeHHI CTepPHasIbHOI NMYyHKLT
BUABNEHI KNiTUHM Towe. [N YTOYHEHHS AiarHosy
ONTUHA Byna BianpaBneHa y pecnybnikaHCbKy Kii-
HiYHY NikapHto «OXMATONT», M. Kuis. byno npose-
OEHO LMTOJIOTiYHe JOoCNiAKEHHS npenapaTy KicTko-
BOrO MO3KY Ta BM3HAY€HHS piBHA LLepebpo3naasm B
nenkoumtax nepudepintHoi KpoBi. BpaxoByrouu
CKaprv XBopoi AUTUHW, KJTiHIYHY KapTUHY, AaHi nabo-
PaTOPHMX METOAIB AOCNIA)KEHHS, @ CaMe HAfABHICTb
KNiTKH lTowe y Mienorpami i 3HNMXKEHHA aKTUBHOCTI
Luepebpo3mnaasm B nenkoumTax nepmdepinHoi Kposi,
6yB BCTaHOBJ/IEHM AiarHO3 — xBopoba lowe, | Tvn.
lenatosieHanbHUN CMHAPOM. CMHAPOM CMJIEHI3MY.
XBopin AMTHHI 6ya10 NpM3HAYEHO NAaTOreHeTUYHY Te-
panito pepMeHTaTUBHMM MNPENnapaToM LiEpesnMm y
[103i 60 O/ /Kr Ha o4He BBeAEHHS, renaTonpoTeKkTo-
pu, BiTamiHOTepanito. Y>ke nicas nepLioro BBeAeHHSA
npenapaTy CTaH AUTMHM 3HAYHO MOKPALUMBCA 33 pa-
XYHOK 3MEHLUEHHSI renaTosliEHa/IbHOro CUMHAPOMY,
3aaMwWKn. Ha cborogHi XBopa H. oTpMMy€e NOCTiNHO
Tepanito uUepesnMoM Yy MiATPUMYBAJIbHIN  [03i
40 OJ/ Kr Barn B 3aJIeXXHOCTI Bif aKTMBHOCTI XiToO-
Tpia3ngasun. CTaH XBOPOI BBAXKAETbCA 3340Bi/IbHUM,
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3araJIbHMM aHani3 KpOBi HOPMaJIbHMM. 3HAYHO 3MEH-
WWINCb PO3MIpU NeYiHkM i cenesiHku. KoHTposb
edeKTMBHOCTI 3aMicHOi ¢pepMeHTHOI Tepanii BKJIto-
YA€ MOHITOPMHI MOKA3HMKIB 3araJibHOro aHanisy
KpoBi (1 pa3 Ha 1-3 MicAuj), 6ioXiMiYHNX MOKA3HUKIB
KpoBi (1 pa3 Ha 3-6 MicAaLiB), y TOMY YMC/i 1 BU3Ha-
YEeHHA aKTMBHOCTI CMPOBATKOBOI XiTOTPio3nAaaswn,
BM3HAYEHHA PO3MIpiB CeNe3iHKM N NEeYiHKU; OLiIHKY
CTaHy KicTKOBO-cyrnoboBoi cucteMu.

IHWK1M NpMKNaZoM € xBopa J1., 24 poku. iarHos
XxBopob6a lowe BcTaHoBsIeHNI y 2001 poui. 3axBo-
PIOBAHHS P0O3M0Yasiocs 3 NpoABIB 3arasbHoi cnab-
KOCTi, FOJIOBOKPYXXiHHS, 3’ ABMINCb NeTexiasibHi Kpo-
BOBWJINBW Ha TiJli, HOCOBI KpOBOTEUi. BaTbKN ANTUHM
3BEPHYNCA B MOJIIK/IHIKY 338 MiCLLEM MPOXWBAHHSA.
Mpu ornaai 6yno BuasaeHo 6iAicTb WKipHUX NOKPU-
BiB, HAABHICTb NeTeXiasibHNX KpOBOBWUJ/IMBIB MO BCbOMY
Tini, peske BiacTaBaHHA B pocTi. Ansa goobcTexeHHs
OMTWHa Byna rocnitanizoBaHa y AMTSAYE MiCbKe remaTo-
noriyHe BigaineHHsa M. TepHoninb. NpoBogMan Taki
[OCNIOKEHHA: 3arasibHMM aHasi3 KpoBi, 33 AOMNOMO-
roto skoro 6ynn BUSAIBNEHI aHeMIss TAXKKOrO CTyNeHs,
TPOMOOUMTOMNEHIA TAXKOrO CTYNEHs, NMPUCKOPEHHSA
LLIOE. bioxiMiyHW1IM aHani3 KpoBi BUABUB MiABMLLEHHA
AJIT, ACT. NMoKa3HMKK KoarysiorpaMmn BKasyBajiM Ha
CXWJIbHICTb A0 rinokoarynsuii. BigMiyanocb 3HNXeH-
HA npoTpoMb6iHOBOro iHAekcy, TpoMbiHOBOro yacy
Ta piBHA GibpuHoreHy. Mpn ynbTpa3ByKoBOMY A0Ci-
[)KEHHi opraHiB YepeBHOI MOPOXHWNHK BySo BUsABE-
HO renatocnieHoMerasito. lNpyn nNpoBepeHHi cTep-
HANbHOT NYHKLUiI BUABJIEHI KNiTUHKM Mowe. NS yTou-
HEeHHA pfiarHoly AuTuHa 6Oyna BignpaBneHa vy
pecnybikaHCbKy KJiHiYHY nikapHio «OXMATANTY,
M. KuiB. MpoBOAMAN UNTOJIOTIYHE JOC/IAXKEHHA Npe-
napaTy KiCTKOBOro MO3Ky Ta BM3Ha4yeHHs Lepeb-
po3uaasu B JfierkoumTax nepudepinHoi KpoBsi. Ak-
TUBHICTb B-rnoko3smaasn ctaHosmaa 1,58 — (HopMa
14,0%£1,0). Ha niacTaBi KNiHiIKO-aHAMHECTUYHUX Oa-
HUX | 4OAATKOBUX MeTo/iB AOoChiAXeHHs 6yB BCTa-
HOBJ/IEHUI KiHLEBMN AiarHo3 — xeopoba lowwe, | Tmn.
lenatosieHanbHUN CMHAPOM. CMHAPOM CMNJIEHI3MY.
HOpPMOXPOMHa aHeMisl TAXKOro ctyneHs. Tpombo-
uuToneHis. byao NpM3HayYeHo NaToreHeTUYHy Tepa-
nito pepMeHTaTUBHMM NPENAPaATOM Liepe3nM y f03i
60 OZl/Kr Ha oZiHe BBEZIEHHS, renaTonpoTekTopw, Bi-
TaMiHOTepanito, NMpenapaty 3ani3a, NepesIMBaHHA
KpoBi. lTicns wecTUMica4HOro JlikyBaHHA CTaH ANTK-
HW 3HAYHO MOKPALUMBCA 3@ PAXyHOK 3MEHLLEHHSA
NPofBIB aHEMIYHOrO CMHAPOMY, 3aauwwKkn. MNpoTa-
roM BCbOro nepioay XUTTa XBopa J1. NOCTiNHO OTpu-
MYE€ 3aMicHy ¢depMeHTaTUBHY Tepanito LePe3rMoM,
renatonpotekTopun. OCTaHHIM YacoM NigTPUMyBaJib-
Ha [03a uepe3nMy ctaHoBuTb 30 Of/kr Barn. CTaH
XBOPOI € 3340Bi/IbHMM. 3@ OCTaHHIMWN AAHNUMWN FrEMO-
rpaMu: piBeHb remornobiHy 120 r/n, TpombounTK
130 TMC. 33 AaHMMM YNIbTPA3BYKOBOrO 06CTEXEHHSA
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OpraHiB YepeBHOI MOPOXKHUHM 03HaK renaTocn/ieHo-
Meranii He BMABJIEHO. AKTUBHICTb XiTOTpia3npasu
Bif 28.07.2014 poky cTaHoBMAa 6630 HMOJIb/ro4-M,
Big 22.01.2015 poky - 3315 HMoAb/roa-mn, Big
03.08.2016 poky - 3100 HMonb/roa-mn, Big,
28.04.2017 poky — 3006 HMOb/rO4-M.

TakMM YMHOM, BXe Yepes LWiCTb MicauiB nicns
noyaTky Kypcy JiikyBaHHA xBopobu loule, Sk B nep-
LWOMYy, TakK i B ApYyromMy BMMNaakax BiA3Ha4vasaca no-
3UTUBHA ANHAMIKA | B NAPEHXiMaTO3HWX OpPraHax, i B
3arasibHOMY aHanisi KpoBi. Ha cboroaHi xsopi H. Ta
J1. nepebyBatoTb Ha AncnaHcepHoMy ob6niky B Ainb-
HWYHOro Ta 0611acHOro rematonora. IM B AMHaMiL
NpoOBOAATLCA HACTYMHI 06CTEXEHHSA: 3ara/lbHUM aHa-
Ni3 KpoBi, 6ioxiMiuHMI aHani3 kpoBi, Y3/, opraHis ye-
peBHOI NOPOXHUHW. Ha 6a3i pecnybnikaHcbkoi Kuis-
CbKOT nlikapHi «OXMATOUT» y ueHTpi opdpaHHUX 3a-
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XBOPIOBaHb NPOBOAATHCA AOC/IO)KEHHSA BU3HAYEHHS
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KJIMHNYECKUE CJZTYYAU BOJIE3HU FOLLUE Y B3POCJIbIX
©3. . Manp3un, E. E. Camoranbckas
TepHono/ibckull HAUUOHATBHBIU MeduyuHcKull yHUBepcumem umeHu Y. A. lopbadyesckoeo M3 YkpauHbi

PE3KOME. bonesHb [owe ABnseTca peaKor NaTosiIorMen, Kotopas, 04HaKo, CJIy4aeTcs B MPaKkTUKke Bpaven B YKpau-
He, No3ToMy MHbopMauma 06 3Tom 3a60/1eBaHNM ABNSETCA akTyaIbHOW.

OcHOBHaA YacTb. CoracHo Kaaccmdmrkaumm, 6ose3Hb lowe ABAAETCA JIM30COMHOWN NaToJiornen, B 0CHOBE KOTO-
POV NeXUT HaC/Ie[ICTBEHHbIN AedULMT aKTUBHOCTN pepMeHTa rtoKouepebpo3mnaasbl. Hanbonee TUNMYHBIMWU KJAVMHN-
YyeckMMUK NposiBAeHMAMMN Hone3Hn lowe ABNATCA YBeJIMYeHMe Pa3MepoB Cesle3eHKN 1 MeYeHn, pa3BUTMe aHeMUM,
TpoMbouuToneHnn, peunansmpytolime 601 B KOCTAX, Pa3BUTUE BHE3AMHbIX MHTEHCUMBHbIX MPUCTYMNOB OCANITUA U TOMY
noao6bHoe. MopaxkeHne KocTen onpeaenaeT NporHo3 3ab6o1eBaHNA, MOXET MPUBECTU K TAXKENON MHBAANAN3ALMN C Ha-
pylieHvneM auratenbHon GyHkumn. C 1991 roga noasmca NepBbii MEANUMHCKMIA NpenapaT 414 ledyeHnsa 3Toro 3abo-
NleBaHuA — artouepasa. bosesHb lowwe cTana nepsori cpean 60s1e3Hel HakoMnIeHMs, KOTopasa NoA/Aasack BO3AENCTBUIO
Tepanuu ¢ pepmMeHTo3aMecTUTeIAMN. B cTaTbe paccMOTPeHbI KANHNKO-Mopdoormyeckne npoasieHna 3abosieBanms,
neyebHas TaKTMKA M NPOrHos. NMpoBeAeH aHaIN3 TUMMYHOTO KJIMHNYECKOro csiydasa 6onesHu lNowe | Tna y AByx B3poc-
JbIX NALUNEHTOB, HAXOAALWMXCA HA CTALMOHAPHOM JIeYEHNM B rTeMATOJIOMMYeCckoM oTaeeHnr TepHOMNOJIbCKOM YHUBEPCH-
TeTCKON 60/IbHMLbI, Y KOTOPbIX YAAN0Ch 06UTHCA perpeccupoBaHma KJIMHUYECKMX NPOABJIEHNA 3TOro 3abo1eBaHKS.

BbiBogbl. CBOEBpeMeHHasA AMarHocTnka 6osesHn fowe JaeT BO3SMOXHOCTb Ha3HauynTb GpepMeHTO3aMeCcTUTe b-
HYIO TEPANnuIo LePE3MMOM, YTO MOXET NPOAJINTb 60JIbHOMY XM3Hb HA MHOTUE roApl. [pY 3TOM NaUMEHT AOJIKEH HAXO-
ANTbCA noa, HabatoaeHneM cneunanmcTos (MeamMaTpoB, remMaTonoros). JanTtenbHoe snevyeHre 6onesHn lowe Lepesu-
MOM MOJIHOCTbO CTabMAN3NPYET NATONOMMYECKNI MPOLLECC, CHMXKAET BbIPaXKEHHbIE M3MEHEHWS B KOCTSIX M MapeHXnMMa-
TO3HbIX OpraHax, 3aMeTHO Y/IyYLlaeT XM3Hb 60JIbHbIX.

KJTFOYEBbBIE CJ1IOBA: 601e3Hb [0OLL€; B3pOC/Ibl€; LEPE3NM; KJIMHNYECKMIA CIIYYan.

CLINICAL CASES OF GAUCHER DISEASE IN ADULTS
©Z. P. Manzii, O. Ye. Samohalska
I. Horbachevsky Ternopil National Medical University

SUMMARY. Gaucher disease is a rare pathology, which, however, occurs in the practice of doctors in Ukraine, so
information about this disease is relevant.

The main body. According to the classification, Gaucher disease is a lysosomal pathology, which is based on
hereditary deficiency of the activity of the enzyme glucocerebrosidase. The most common clinical manifestations of
Gaucher disease are enlargement of the size of the spleen and liver, the development of anemia, thrombocytopenia,
recurrent bone pain, the development of sudden intense ossalgia attacks and more. Bone damage determines the
prognosis of the disease, can lead to severe disability with impaired motor function. Since 1991, the first medication for
the treatment of this disease, alglucerase, has emerged. Gaucher disease became the first among the diseases of
accumulation, which was exposed to therapy with enzyme substitutes. The article deals with the clinicaland morphological
manifestations of the disease, therapeutic tactics and prognosis. The analysis of a typical clinical case of Gaucher type |
disease in two adult patients who were hospitalized in the Hematology Department of Ternopil University Hospital, who
managed to regress the clinical manifestations of this disease.

Conclusions. Timely diagnosis of Gaucher disease enables the appointment of enzyme replacement therapy with
Cerezyme, which can extend the patient's life for many years. The patient should be under the supervision of specialists
(pediatricians, hematologists). Long-term treatment of Gaucher disease with ceresim completely stabilizes the
pathological process, reduces marked changes in the bones and parenchymal organs, significantly improves the life of
patients.

KEY WORDS: Gaucher disease; adults, Cerezyme; clinical case.
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