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(57) Cnocib BM3Ha4YeHHs ycnazKoBaHOi CXUMbHOCTI A0
CMankoBoi XBOPOOM LUMSIXOM BUMKOPUCTAHHSA LUTOre-
HETUYHMX OOCHIAKEHDb, KA BiAPISHAETLCA TUM, LLO
nepen onepaTtMBHUM BTPYYaHHAM MPOBOAATb Kapio-
TUNyBaHHA NiMOUNTIB NeprudepiiHOi KPOBi XBOPMX i
npy HasBHOCTI TpaHcrokauin t (15; 1) (p1-1p 3.6)
BM3HAYalOTb HasBHICTb yCnagkoBaHOI CXUITbHOCTI A0
crnankoBoi XxBopobu.

KopucHa mopgenb BigHOCUTbCA OO0 MeauuuHW, a
came o Xipyprii, i Moxe OyTu BUKOpUCTaHa Ans Bu-
SIBNEHHS YCMaZAKOBaHOI CXWUNbHOCTI OO CMNanKkoBOi
XBopobw.

Bigomun meTog BU3HAYEHHA CXWUMNBbHOCTI A0
cnankoBoi XBopobu 3a aHTPONOMETPUYHUMWU 0COBNK-
BOCTSIMM NalieHTa, a came, Crnarku B YepeBHi Nopo-
XKHUWHI YTBOPHOKOTLCS HandvacTiwe y ocib acTeHiYHoi
cratypu [1].

Bigomuin Takox cnocib BU3HAYEHHSI CXWUIbHOCTI
00 cnamnkoBoi XxBOpoOW 3a COMaToTUMOM NOAVHU. Y
nauieHTiB 3i CXUNBHICTIO 40 CnankoBOi XBOpPobu ouye-
PEBUHN BUSBNEHO 3HKEHUA €KTOMOPMHMI MOKa3HUK
i 36inbleHi me3omopdHU Ta eHAOMOPMHUI NoKas-
HUKNM [2].

Ane Heponikamu 3asHadyeHux crnocobiB € Te, Lo
KOOEH 3 HUX He I'PYHTYETLCSA Ha Micui i poni ocobnu-
BOCTEN OpraHiamy mnOAVHU, SiKi CNPUSIOTb PO3BUTKY
cnavikoBoi XxBopobu, y MexaHisMax yTBOPEHHS cnony-
YHOTKAHWHHMX 3POLLEHb Y YEPEBHIN MOPOXHUHI NpK
TpaBMaTuM3aLii 04epeBUHM.

Haiibinbw 6nmM3bkum 40 3anponoOHOBAHOMO TEXHi-
YHOrO pilleHHs € cnoci® BU3HAYeHHS iHAMBIQyanbHOI
CXWNbHOCTI OO0 YTBOPEHHA CnavoK 3a HasiBHOCTI Yy
nauieHTiB reHeTUYHO AETEPMIHOBAHOI BMCOKOI aKTMB-
HocTi N-aueTtuntpaHcdepasn [3]. Npu uboOMy BUCOKa
aKTMBHICTb PepMeHTY NPU3BOAMTL A0 MNepeBaXaHHs
CUHTE3y KomnareHy Hapg woro 6Giogerpagauieto, Lo
CTBOPIOE YMOBWU [AOJ19 HaAMIPHOrO CManKOyTBOPEHHS
npv TpaBMaTu3aLii o4epeBUHN.

Ane i B uboMy cnocobi, He3Baxar4uu Ha 1noro ne-
peBaru, BpaxoByTbCA nulie ocobnueocTti meTaboni-
3My KomnareHy i He nepeabavaeTbCsl BUSHAYEHHST MO-
XKIMMBOrO  iHOYKYHYOro  BMAWBY HA  BUHUKHEHHS

crnankoBoi XBopobu iHWNX eTionoriyHMX Ta natoreHe-
TUYHMX YMHHUKIB, XO4a BIiJOMO, WO B CTUMYNSALii npo-
LueciB agresioreHesy Bigirpae ponb came koMbGiHaLis
dakTopiB.

B ocHoBYy kopucHOi Mogeni mocTaBneHo 3agjadvy
BIOCKOHANEHHS cnocoby BM3HAYeHHS iHOUBIAyanbHOI
CXWUINbHOCTI 4O CNakoBOI XBOPOOM, LUMSIXOM KapioTu-
nyBaHHA niMmdouuTie nepmdepinHol KPOBI, WO J03BO-
nuTb 3 GiNbWKMM CTyneHem BipOrigHOCTI BU3Ha4aTh
yCNafKoBaHy CXUIbHICTb 40 HAAMIPHOrO CnamkoyTBO-
pPEHHA 3 METOK CBOEYACHOro 3acTocyBaHHS 3acobis,
CNpsSIMOBaHMX Ha MpodinakTUKy CnankoBoi XBopobw, i
3MEHLLUEHHS KiNbKOCTI nicnsonepauinHux ycknagHeHb,
NoB'A3aHMX 3 YTBOPEHHSM CMONMYyYHOTKAHUHHUX 3PO-
LLIEHb.

[MocTtaBneHa 3agava BUpILLYETLCA TUM, LLO 3rigHO
KOpUCHOT Mopeni, nepes onepaTtUBHUM BTPYYaHHSIM
nNpoBOAATb KapioTunyBaHHS niMcounTiB nepudepin-
HOI KpOBi XBOPWX | NPV HAsBHOCTI TpaHcnokauin 15p1-
1p3,6 BU3HA4aOTb HAsABHICTb YCNaAKOBAHOI CXMIbHO-
CTi 4O CNarKoBOi XBOpPOOMU.

Cnocib 34iNCHI0ETLCS HACTYMHUM YUHOM.

Mig cnocTtepexeHHaM 3Haxogunockb 33 Xipyprid-
HUX XBOPWX, NofineHunx Ha Asi rpynu. [lo nepLuoi rpy-
nu yBiNWNKW 16 nauieHTiB, rocnitTanisoBaHNx 40O KMiHi-
KW 3 O3HaKkamMu rOCTPOi KMLUKOBOI HEnpoOXigHOCTi i
HasBHICTIO nManapoTomii B aHamHesi. B pesynbtari
npoBeAeHOro OBCTEXEHHs!, KOHCEPBATMBHOIO i one-
paTUBHOrO NMiKyBaHHsl BCTAHOBIEHA CrMankoBa eTiono-
ris HeNPOXiQHOCTI.

Y rpyny nopiBHAHHA yBIAWNKW 17 XBOPUX, AKi Ma-
Ny B aHaMHe3i onepaTuBHi BTpy4aHHs 3 NpuBoay roc-
TpUX XipypriyHMxX 3axBOpOBaHb OpraHiB 4epeBHOl
NopoXHWHW. Bci nauieHTn gaHoi rpynn npoonepoBaHi
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NnnaHoBO 3 NPMBOAY XOBYHOKaM'stHOi XxBopoou. B xopni
onepaTMBHOIO BTPYYaHHS He BUSIBMEHO O3HaK crnan-
KOBOT XBOpOOU.

LinToreHeTnuHi gocnigXeHHs NPOBOOUNN TaKOX Y
300poBMX GaTbKiB NaUeHTIB 3i CNanikoBOK XBOPOOOI0.

Y BCiX MauieHTiB MPOBOAWIM LIUTOrEHETUYHE A0C-
nigpKeHHs nimdoumnTie  nepudepinHoi  KpoBi nepea
onepatuBHMM BTpyYaHHAM. 3abip BEHO3HOI KpoBi Ta
KynbTUBYBaHHS NPOBOAUSIM B BIi4MOBIAHOCTI 3i CTaH-
OapTHOI MEeTOAMKO KapioTunyBaHHs [4]. JlimcounTtun
KynbTuBYyBanu 72 rognHu npu TemnepaTtypi 37°C Ha
XnBunbHoMy cepegosuili 199 (5mn) y dnakoHax 3
OO0daBaHHSIM CUpOBaTKM Tena4voi  eMOpioHanbHOI
(0,1mn) Ta detoremarntoTeHiHy (70-100mMkn Ha 1
dnakoH). KynbTmByBaHHA nimdoumnTie Aybnosanu.
Ha 71-i roguHi KynbTUBYBaHHS JoAaBanu KOMXiUMH y
KOHUeHTpauii 0,2MKr/Mn cymilli, WO KynbTUBYETHCS.
Micns iHkyGauji 3 konxiumHOM NpoBGipkK LieHTpudyry-
Banun 10 xBunuH npyu 1000 obepTax Ha XBUNWHY, Ha-
4ocaakoBy pianHy Buaananu i gogasanu 8mn rinoTo-
HiyHoro posunHy KC1 (0,55%) Ha 15-20 xBununH npu
37°C. lNMicns yboro npobw LeHTpudyrysanu, Bugans-
N HagocafdoBy piaviHY, MICAS peTenbHOro CTpyLly-
BaHHsi NPobipkX 3 KNITMHHUM OCagoM 3anuBanu nep-
woto nopuieto dikcatopy (7-8mn oLTOBOI KMCNOTK Ta
METMUIOBOrO CNUPTY Y cniBBigHoweHHi 3:1). dikcauito
nposoaunun y Tpu etanu: 20, 90 ta 20 xBUNWMH npwu
Temnepartypi - -18°C.

Mpenapatn meTadasHMX XPOMOCOM rOTyBanm
LUMAXOM pO3KanyBaHHSA CYCMeH3ii KNiTUH nmicns ocTaH-
HbOI dpikcauii 3 Bucotn 20-25cm Ha Bonore Oxorno-
JXXeHe NpefMeTHe CKMNo, BUCYLIYBaHHA Ha MOBITPi Ta
3abapBneHHs. [ns XxpoMOCOMHOro aHanisy 6ynu Bigi-
OpaHi kniTMHM B cTagii metadasn 3 NOBHUM XPOMO-
COMHUM HabopoM, 6e3 XpOMOCOMHUX HallapyBaHb. Y
KOXHOro nauieHta nepernsHyto no 40 metadasHux
NNacTUHOK.

CraTnctmyHy ob6po6Ky OTPUMaHUX JaHuX NpoOBO-
OUNN 3 BUKOPUCTaHHAM TOYHOro metoga diwepa [5].

B pesynbTaTi npoBegeHux gocnigxkeHs y 20 xso-
puX, Yy SIKMX MiCrs OonepaTMBHOIO BTPYYaHHsSI BMpoO-
OOBX TPbOX MiCALIB HE BUSIBIIEHO O3HAaK CMawmKoBOI
XBOpPOOU, KOAHOrO pasy He BUSBMEHO TpaHcrokauii
OinsHKK 1 KOpOTKOro nreya N'aTHaguUsToi XxpoOMOCOMM
Ha [insHKy 3.6 KOPOTKOro nneya nepLuoi XpomMoCcoMMU.
Y Ton yac, K y oguHagusaT 3 LWICTHaAUSATU XBOPUX 3i
CnavkoBOK XBOPOOOK OYEpPEBUHW BUSIBNIEHA TPaHC-
nokauisa t (15; 1) (pl - 1p3.6). 3HauuMiCcTb BiAMIHHOC-
Ten rpyn XBOPUX 3@ O3HaKOK PO3BUTKY CNavKoBOI
XBOpOOW Micns onepaTMBHOIO BTPYYaHHS OLHIOBamnu
BUKOPWUCTOBYIOYM TOYHUIA MeTod diwepa. AHanis no-
KasaB, WO Ppi3HMUA MK rpynamu  OOCTOBipHa
(PTM®<0,05).

Mpy nopanbwmnxX AOCAIOKEHHSX BCTAHOBMEHO,
IO Y OO4HOro 3 BaTbKiB KOXXHOrO MawuieHTa 3i cnamko-
BOK XBOPOOOI i HAsIBHICTIO TpaHCrokKauii LMToreHe-
TUYHI gocnigpkeHHa nimdounTie nepmudepiiHoi KpoBi
TEX BUSABUNW NopyLleHHst y 6ynosi 15 ta 1 xpomo-
coM. [NpryomMy y 4OTMPbLOX BUMAOKaxX BUSIBIEHA TpaH-
cnokauis t (15; 1) (p1-1p3.6). Y cemu Bunagkax 36i-
NblUEHHSA po3mipiB AinaHkn 1 kopoTkoro nneva 15-oi
XPOMOCOMM, O € (PAaKTOPOM SIKUI CMIPUSIE BUHUKHEH-
HIO TpaHCoKaui 3a HeCnpuATIMBUX YMOB. Takum
YMHOM BUSBMEHI MOpYLIEHHS OygoBM XPOMOCOM Y
XBOPMX Ha cnawkoBy XBOPOOY € ycrnaaKOBaHUMMU.

Mpuknag 1
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Xsopun X., 36 pokiB, NOCTYMNMB Yy KIiHIKYy B ypreH-
THOMY nopsiaKy, Yyepe3 6 rognH 3 novaTKy 3axBoplo-
BaHHS 3 KMiHIYHOI KapTMHOK FOCTPOro aneHauuuTy.
Micnst kOpOTKOYaCHOI MiArOTOBKM i PyTMHHOrO obcTe-
XKEHHS nauieHT OonepoBaHUM 3 KMacU4HOIO KOCOro
poctyny. [Npu peBisii opraHiB 4YepeBHOI MOPOXHUHU
3HaMOEeHVMN KaTapanbHO 3MiHEHUA 4epBonoaiGHUA
BiAPOCTOK, po3TalloBaHWi peTpoLekanbHo. BepxiBka
BigpoCTKa ¢hikcoBaHa i B paHy He BMBOAMTLCSA. IHLIOI
naTonorii B YepeBHiN NOPOXHWHI HE BUABNEHO. Buko-
HaHa peTporpajHa aneHOeKToMis i3 3aHYPEeHHAM KyK-
CW BigpOCTKa 3a O4OMOMOroK KUCETHOro i z-noaibHoro
WBIB i moeTanHUMm niryBaHHAM noro 6puxi. YepesHa
NOPOXXHUHA CaHOBaHa Ta ywwuTta Harnyxo. [licnsone-
pauiiHui nepioa NpoTikaB rnagako.

lMepen onepaTwBHMM BTPyYaHHAM NpPOBELAEHO
3abip KpoBi ANA LUMTOreHeTU4HUX gocnigxkeHb. Kapio-
TUNYBaHHA NiMOUUTIB nepudepiiHoOT KpoBi BUSBUIO
HasBHiCcTb TpaHcnokauii t (15;1) (p1-1p3.6).

Ha tpeTio goby y nauieHTa 3'aBuBcs 6inb B XUBO-
Ti 6e3 4iTKol nokanisauii, SKMN HOCUB XapaKTepHWUn
nepeviMonoaibHun xapaktep, CynpOBOAXYBaBCS Bid-
YyTTAM 34YTTH, HYAOTO, CyxicTio y poTi. MNpn ornagi:
nauieHT MNSBUNA, agvHaMIYHUA, 93UK Cyxui, obkna-
AEHUN HanbOoTOM Ciporo Konbopy; nynbc 88 3a xBu-
nuHy, aptepianbHuid Tuck 130/80MM pT.CT., XMBIT
o6mexeHo Bepe y4acTb B akTi AWXaHHS, He po3ayTui,
npu nanbnauii M'skMi, NoMipHe Big4yTTa 6onto B 06-
nacTi nicnsionepauinHoi paHu.

JlabopaTopHi nokasHuku B Mexax Hopmu. [lpu
yNbTPa3BYKOBOMY [AOCHIAKEHHI OpraHiB 4epeBHOI
NOPOXHUHM 3acbikcoBaHa nigBuLLEeHa NMHeBMaTM3auis
KMWeEeYHnKY B MesoracTpii cnpasa. [lpu ornsgosiv
peHTreHorpadii YepeBHOI MOPOXHUHW PIBHIB PianHK
He 3HangeHo.

MauieHTy npusHayeHO niKyBaHHSA, WO BKMOYaE
KOPEKL|ilo BOOHO-ENEKTPOMiTHOrO obMiHy, meaunkame-
HTO3HY CTUMYNSALIO KULIEYHWKY 3 CU(OHHOK Kni3-
MO0, CUMMTOMATUYHY Tepanito. Heasaxaroum Ha npo-
BeleHe TiKyBaHHsi, CTaH XBOPOro MPOrpecrBHO
noripwwysaBscs, 6oni B X1BOTi HapocTanu, 3'aBunacs
nocuneHa nepucTanbTvka, MO HasoracTpanbHOMY
30HAY CTaB NOCTYNaTu LUMYHKOBUIA BMICT 3 JOMILLKOO
KMLLKOBOro. 3 AiarHo30M «roctpa cnankoBa KULUKOBA
HenpoxigHiCTb» MOBTOPHO Y3ATUI B onepauinHy. Bu-
KOHaHa cepefHbO-cepeAvHHa nanapotoMmisa. [lpu
peBi3ii opraHiB YepeBHOI MOPOXHWMHU 3HAWAEHO, Lo
A0 Kyrnormy Cninoi KUWKW B MiICLi NepuTOHI3aLii KyKcu
YepBonoAibHoro BigpocTka ikcoBaHe NacMo BESNNKO-
ro canbHvKa i gedopmoBaHa y BUrMsAi NaTUHCBKOI
OykBM V NeTns TOHKOI KULLKM Ha BiacTaHi 6ins 120cm
Big ineouekanbHoro nepexoay. [pusigHwui Bigain
KWLLEYHUKY PO3TArHYTUI BMICTOM, BiABIAHWUI - CaBcs.
OkpiM UBOro, iHWa NeTns TOHKOI KWLLKW, Ha BiACTaHi
6ins 80cwm Big ineouekanbHOro nepexody cikcoBaHa
NAOWMHHAMW CMakaMy OO MapieHTanbHOI oYepeBu-
HW B oGnacTi nicnsionepauiiHoi paHu, WO TakoX npu-
Beno A0 MOopyLUIEeHHs nacaxy BMICTY. |HWoi naTtonorii
He BMABMNEHO. 3pOLUEeHHS po3dineHi rocTpum i Tynum
LLUMASIXOM, NPOXIOQHICTb KULLIEYHMKY BiAHOBNEHa, Yepe-
BHa MOPOXHMHA CaHOBaHa, Manuin Ta3 ApeHOBaHWi
TPyOKOIO Yepes KOHTpanepTypy Yy dnaHsi.

MicnaonepauinHnin  nepiog NpoTikaB Baxko, 3
ABMLLAMUN CTIKOrO Mapesy KULIEeYHWKY, ski 6ynu ycy-
HYTi KOHCepBaTMBHUMW 3axodamu. B 3agoBinbHomy
CTaHi BUNucaHum 3 knidikv Ha 11-ty goby. Mig Harns-



5

OOM 3HaxogmBcs npoTsarom 1,5 pokiB nicns onepadii.
3a uen nepiog Yacy HeogHOpa3oBO 3BEpTaBCHA A0
KniHikK 3i ckapramu Ha 6inb i Big4yTTs 30yTTS B XUBO-
Ti, HyQOTY, BIOPWKKY NOBITPSIM, GNOBOTY.

3anponoHoBaHe TEXHIYHE pilleHHA Mae nepesarun
NMOPIBHAHO 3 HaMONWX4YMM aHanorom, agxe cnvpa-
€TbCA Ha ycnagkoBaHi 3pYLUEHHsI FTeHOMY Mpu BU3HA-
YEeHHi CXMIMbHOCTI 0O HaAMIpPHOro CnamkoyTBOPEHHS.
BukopucTaHHa gaHoro cnocoby 403BONUTL CBOEYac-
HO nepenbaynT MOXIMBE BUHWMKHEHHSI CManKoBOI
XBOpobU y nicnsionepaviiHoMy nepiodi i npoBecTu
KOMMNNeKC NpodinakTMYHMUX 3axofis, CNpsMOBaHUX Ha
nonepenXeHHss HaAMIPHOro CNankoyTBOPEHHS.
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