m KniHiyHa reHeTUKa i nepMHaTanbHa giarHocTuka, Bun. 1, 2013

B nepebiry a11060ro MeTaboiuHOro 3aXBOPIOBAHHS € METa0OJIiuHi KpU3H, SIKi TPOBOKYIOTHCS TaK 3Ba-
HUMH iHimitorounMu ¢pakropamu. [1pu AT TaknM YMHHUKOM € alleTUJICAJILIIIIOBA KICI0Ta. 3arajJbHOBIIO-
MO, 110 1l IpUIiOM 3HAYHO TIOTipIIIy€E Iepedir 3aXBOpIoBaHHS, 30KpeMa 3aKJIadaHHs Hoca i OpoHXOCIa3M,
aX 10 PO3BUTKY TSKKOTO aCTMAaTUYHOTO CTaHy. ¥ Malli€HTIB, B AIKUX AiarHO3 AT He BCTAHOBJICHUIA, IpUIAOM
acnipMHy BUKJIMKAE KJIiHiYHY MaHiecTalilo 3aXBoproBaHHS. BpaxoBytouMn 0COOJIUBY TSKKICTb CUMIOTOMIB
PC i BA B Takux BUnagkax, Tpeba TOBOPUTH IIPO PO3BUTOK Y XBOPHUX META0OIIYHOTO KpHU3Y, SIKIIA Ha XKaJlb
PO3LIIHIOETHCS CHOTOIHI SIK peaKlisl rinepuyTJIMBOCTI HA MPUITOM acipUHY.

BuchoBku. Iloganbliiie BUBYEHHST 0COOIMBOCTE 0i0OXiMiYHOTO (PeHOTUITY, a BiIMOBIIHO i 3aKOHOMIp-
HocTelt hopmyBaHH: Ta repediry AT, ik MeTabo1iYHO1 XBOpOOU, AACTh 3MOTY PO3POOKM €TiomaToreHeTuy-
HO OOIPYHTOBAHUX METO/iB €(peKTUBHOIO JIIKyBaHHS Ta PAaHHbOI JiarHOCTUKU L€l TSIXKKOI iHBaJIiAN3YI0UOL
XBOpPOOM.
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Betyn. B ocTaHHI poKM 30i1bIIYETBCS KiJIBKICTb AiT€ii, XBOPUX HA XpPOHiYHi rHiliHi, THiiHO-Tinepriac-
TUYHI PUHOCUHYITH, IIPUYOMY YaCTO 3aXBOPIOBAaHHS HaOyBa€ IPOrpecylouoro xapakTepy Ta MOTaHO IIii-
JMAETbCS TPaIULIIHHUM MeToAaM JiKyBaHHS. B 0aratbox Bumagkax mpuunMHolo € nucgyHkuis 6inka CFTR
(Cystic Fibrosis Transmembrane Regulator), 1o Biamosigae 3a TpaHCTIOPT iOHIB XJIOPY Yepe3 MeMOpaHU
KJiTuH. 3HayHa KijibKicTh CFTR 3HaiigeHa B cyOMyKO3HUX 3a/103aX AuxaabHUX 1sixiB. [TopylleHHs TpaH-
CIOPTY XJI0PY OPOBOAUTH 10 3MiHU IIPOHUKHOCTI MeMOpaH JJIs MOJIEKYJI BOAU i, IK HACJIiIOK, AerigpaTanil
Ta 3ryLIEHHIO ceKpeTy. B’s13kmii i rycTHil ciau3 napaiizye podoTy MmykoluiaiapHoro TpaHcrnopty (MTC). Bi-
pYCHi i BipycHO-0akTepiajibHi acouialii Ha (oHi pizkoro nopyueHHss MTC npuBoasTh 10 (popMyBaHHS
XPOHIYHOTO PEeLANBYIOUOTO 3aI1aJIbHOTO IIPOLIECY.

MyKoJiTUYHA Tepallisl € HeBil’éMHOI YaCTUHOIO JIIKyBaHHSI pUHOCUHYITiB. CUHYIIPET, IMTONpPU CEKPO-
JIITUYHY [il0, KA CIiBCTaBUMa 3 IE€SIKMMU CUHTETUYHUMMU IpernapaTamMu, BOJIOJIE 1lie MPOTU3AIaIbHOIO,
iMYHOMOJYJTIOIOYOI0, MMPOTUBIPYCHOIO Ta aHTUOAKTEPiaIbHOIO Mi€10. 3TiAHO HOBITHIX faHMX CUHYIIPET IMia-
Bullye npoHukHicTh CFTR-kaHaniB, mokpalilye MpOHUKHICTb i CEKPELilo XJOPHUIiB peCIipaTOPHUM €ITiTe-
JIiEM, 1110 MOCUJIIOE TigpaTallito 30J1b (pa3u, HopMaJi3ye B’SI3KiCTh ceKpeTy i aktuBye MTC.

MeTolo nociiakeHHs1 0ya0 noCaimKeHHs e(eKTUBHOCTI CUHYIPETY y OiTeil 3 XpOHIYHUM THiAHUM Ta
THiAHO-TiNepIUIaCTUMHUM PUHOCUHYITOM, acoLliiiloBaHUM 3 (PyHKIiIOHAJbHOIO HEMOBHOLIIHHICTIO XJIOPHUX
KaHaJiB.

Marepiamu i metoau. KiliHiuHMI AiarHo3 y BCiX Malli€EHTIB BU3HAYaBCS Ha IMICTaBi CKapr, aHaMHE3Y,
KJTiHIKO-€HJIOCKOITiYHOr0, paaiojoriYHOro MTOCIiIKEeHHSs, JOMOBHIOBABCS JJA0OPAaTOPHUMM MTOCiIKEHHSI -
mu. OyHKIiOHAJPHA HETIOBHOIIIHHICTh XJIOPHMX KaHAIB BU3HAYalIach 3a JOITOMOTOIO «IIOTOBOTO» TECTY.
KiiHiuHO 3HAYMMOI0 BBaXKajlach KOHIIEHTPAIlis XJIOPUIIB ITOTY IMoHaa 30 MMOJIb/JI.

PesynbraTi i 0OroBOpeHH:I.

JocaimKyBana (0CHOBHA) rpyna: 7 XBOpMX AiTeii y Billi Big 3 1o 17 pokiB, 1110 oTpuMmyBaiu «CHHYIIpeT»
B 3BUYAiHOMY BiKOBOMY J03YBaHHi 3 pa3u Ha IeHb B KOMILIEKCi 3 0a30BOI0 Tepami€io (TyaleT, aHeMi3allis
HOCOBOI1 ITOPOXXHWHMU, ipuraliifHa Teparisi COJbOBUMU PO3YMHAMM, TOMiYHi TOPMOHAIbHI Ta aHTHUOAKTeE-
piayibHi 3aco01). KOHTPOJIb: peTPOCIIEKTUBHI JaHi LIMX XK€ XBOPUX, SKi 40 BCTAHOBJEHHS (DYHKIIiIOHAJIbHOL
HEMOBHOLIIHHOCTI XJIOPHMX KaHaJliB B KOMILIEKCi 3 6a30BOI0 Tepami€lo OTPUMYBAIM CUHTETUYHUIA ceKpe-
toiTuK. KiiHiyHa oliHKa e(heKTUBHOCTI Mpenapaty «CuHymnpeT» npoBoauaach Ha 3-id, 10-ii Ta 14-i1 neHb
JIiKyBaHHSI. /IaHi MOPiBHIOBAJIMCH i3 CTAHOM A0 JIiIKyBaHHSI.

YTpyaHEeHHSI HOCOBOIO IUXaHHS i 3Ha4YHA KiIbKiCTh BUAJIEHb B MEPLIMIA IeHb JIIKyBaHHSI BiIMidaaoch
y BCix 0e3 BUHATKY XBopuX. IToyaTok perpecii iux cCMMOTOMIB BiiOyBaBCs BXe Ha TPETIO A00Y JIiKyBaHHSI.
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Ha 10-y o0y cTaH 3Ha9HO IMOKpaIIuBCs Y BCix xBopux. Ha 14-if neHb JTiKyBaHHS IPaKTUIHO Y BCIX IiTei
BiIMivaJM 3Ha4YHE MOKpAIlEeHHSI HOCOBOIO NIUXAaHHS i 3MEHILUEHHS THiHUX BUIUIEHb, B TOM Yac, SIK Y LIUX
K€ XBOPHX 110 mpu3HadeHHS CuHyIIpeTa (KOHTPOJIb) ITOJICTIIeHHS He BiIMiJaIoCh IIPOTSITOM OCTaHHIX TBOX
THXHiB. KOHCTaTOBaHO JOCTOBIpHY Pi3HUIIIO B pe3yJibTaTax JiKyBaHHS LIMX XBOPUX.

Bucnosku. Ha Hamry mymKy, moegHaHHS Iii TiKapChKUX 3ac00iB, 10 € CKIagoBUMU YacTuHaMu «CH-
HYOpPETY», NO3BOJUIO €(PEKTUBHO BIUIMHYTM HAa OCHOBHI JaHKW MATOre€HE3y PUHOCHHYITY, BKJIIOYaIOUu
MOpPYLIEHHS TpaHCMEMOpPaHHOro nepeHocy xjaopy. Tak, akTHBi3allis OpUPOIHOI CEKpeLlil 3a/103 Ta MOKpa-
ILIEHHS PEOJIOril CAM3y, 110 BKPUBAE CAU30BY O0OJOHKY HOCA Ta CMHYCIB, sIKa BiiOyBajach MiA BIUIMBOM
«Cunytmpery», uepe3 akTubizamito ¢pyakuii MTC mpusBonmia 10 MIBUAKOIO 3BUIBHEHHS MOPOXHUHU HOCa
Ta na3yx. [Ipenapar 3a paxyHOK 30a71aHCOBaHOI CUCTEMHOI Ta TOIIYHOI Aii CBOiX KOMIIOHEHTIB 3a0e3Ieuy-
BaB aHTUCENTUYHUI Ta MPOTUHAOPSIKOBUM ehekT. Ile crnpusiio IBUAKOMY BiZTHOBJAEHHIO HOCOBOIO AUXaH-
Hs Ta 3a0e3Me4YMJI0 3MEHILEHHS KibKOCTI NaTOJOTiYHUX BUAIEHb. 3aBASKM BUKOPHMCTAHOMY MperapaTy
BXe€ 3 MepIIrX AHIB BAAJOCS 3BECTU 10 MiHIMyMy IaTo(i3ioNoriyHi nepeayMoBU MEePCUCTYBAHHS TSIXKKOIO
CUMIOTOMOKOMILIEKCY, XapaKTepHOIo Il XPOHIYHMX PUHOCHUHYITIB 3 MeTabOJiYHO IeTepMiHOBAaHUM 3a-
MHaJeHHSIM, IO TSKKO MiATA€ThCS TPaAUuLiiiHOMY JiKyBaHHIO.

JE®DINNUT 3rOPTAHHA Y ITIOE€JHAHHI 3 TEQEKTOM TPOMBOIUTIB —
ITPOABU XBOPOBU BIVIEBPAHJIA

Kysomina A. I1.
Kagedpa mepanii, kapdionoeii i cimeiinoi meduyunu OI10 /13 JIMA, m. Kpusuii Pie

Bceryn. XBopoba BineOGpaHaa npeacrasisie co00I0 CIaaKoBe 3aXBOPIOBAHHS CUCTEMM IeMOCTasy, sika
XapaKTepU3YEThCS BUHMKHEHHSIM KPOBOTEY Pi3HOI1 JIOKaTi3allii IK CHOHTAHHMX, TaK i MicJIsl TpaBM BHACITi-
JIOK KiJIbKiCHOTo abo0 SIKiCHOTO MOpyIleHHs cuHTe3y (pakTopa ¢oH BinebpaHaa. Po3moBCIogAKeHHICTb XBO-
pobu Bine6panaa ckinagae 1-2 % B momysnsiii. XBopoba ycragKOBYEThCS 32 ayTOCOMHO-IOMiHAHTHOIO 200
ayTOCOMHO-PELIECMBHOIO 03HAKO0. XBOopobo1o BinedpaHaa cTpakaaoTh IK 0COOM YOJI0BiY0i1, TaK i XKiHOYOI
cTaTi. YpaxoBylOUMd ayTOCOMHO-IOMiIHAHTHUII TUII yCIAAKyBaHHS, TCHETUYHUM PU3UK [IJIs HAIIAAKiB CKJIa-
nae 50% HeszanexHo Bif crati. K BimoMo, cuHTe3 (hakTopa BineOpaHma BinOyBaeThCsI B €HAOTENII CYIUH i B
Merakapionurax. ¥ Tpombouurax ¢akrop BinedpaHaa 30epiraeTbCs B «rpaHyax». 3 €eHIO0TEil0 MTOXOAUTh
75 - 85% tmpkymioroyoro ¢gakropa Binebpanna, a 3 MerakapiouuTiB — 15 - 25%. VY ginstHKax MOIIKOIKEHHS
CYIMHHOI CTiHKM (pakTop BinedpaHma BUKOHYE poJib 3’€AHAHHS MixX CyOCHIOTeliaIbHUMU CTPYKTYpaMH i
peLenTopoM IIiKOMpoTeiHOM 1b Ha MeMOpaHi TpoMOoLMTiB. PeliennTop Ha MeMOpaHi TPOMOOLIMTIB IIiKO-
nportein Ib /111a Mae minsgHKY 15 3B’s13yBaHHS 3 (pakTopoM Binebpanma. @akrop Binebpanna 3a6e3mnedye
ctabinbHicTh pakTopa VIII. IeH dakTopa BinebpaHaa po3TalloBaHMiI HA KOPOTKOMY ILIedi XpOMOCOMM 12,
MicTtuth 52 ex3oHa. IHpopMmauiitHa PHK koaye nmoninentuaHuii taHuior 3 2813 aMiHOKMCIOTHUX 3aIAII -
KiB, sIKa IIpeacTaBIIsie co00I0 OiIKM - morepeaHuK (akropa Bineopanma. @akrop BinebpaHma 3abe3mnedye
cTabinbHicTh pakTopa VIII.

Meta AocCHiIKeHHS: BU3HAUYUTU OCOOJIMBOCTI KJIiHIYHMX O3HaK XxBopobu BinebpaHma, oO0yMOBIEHO1
YaCTKOBMM KilbKicHUM aediuuToM pakTopa BinnedpaHma Ha BiaMiHy Big HabyToro cuHapoma BinebpaHaa.

Marepiamu i MmeToau. Cepe naiieHTiB BU3HAYaJIM aKTUBHICTh (hakTopa Binedpanaa (arperaiiro TpoM0o-
LIMTiB, iHAYKOBaHY piCTOLETUHOM); aHTUTeH (pakTopa Binedpanaa; mpoKoaryasiHTHY akTUBHICTbh (pakTopa
sroptaHHg VIII. BapiabenbHicTh LIMX 3HaY€Hb B AMHaMIlli (IO0CTaTHBO OAHIE] 3 XapaKTepHUX 115 BineopaH-
J1a), 3 TAMYaCOBUMMU iHTepBajiaMu B 3-4 Micsli Oyia xapakTepHa JJis TOMipHOTSIKKUX i JIETKHUX (DOPM XBO-
pobu Binebpanna. JIvie B omHOMY BUNIAAKY CIIOCTEpiraav TSKKy hopmy 2B miaTuny xBopobu BinedbpaHma
(3 HM3BKOIO KOHIIEHTpAIli€lo picToneTnHa MeHbIe 0.8 mr/mi). Came npu miaTuni 2B Big3zHavyaeThcs min-
BUILIEHA CITIOPiAHEHICTh (pakTOpa BineGpaHma g0 peuentopa Ha MeMOpaHi TPOMOOLIMTIB IIiKOMpoTeiny 1b.

Pe3synbratu mociaimkennd. 3a 30 pokiB cnoctepexeHHs (HaceiaeHHs Micta — 700 000) y xBopux 3
reMopariyHMMHM TMposiBaMMU Jiviiie B 4 BUIaJKaxX BCTaHOBJIeHa XxBopoba Binedpanaa. Toxdi, sk HaOyTuit CUH-
npoM Bine6panna BusHauaBcg y 18 % mauieHTiB 3 ayToiMMyHHUMH i 21 % nimdonpoidepaTMBHUMU XBO-
pobamu (n=50). Cepen 4 mauieHTOK 3 XBopoboio BinedpaHaa Ha HasIBHICTb KPOBOTOUMBOCTI Y POIMYIB
BKa3zyBaJja TiJIbKu ofgHa. Ilepiii nmposiBi XBOpOoOW BUHUKAIM Y MiAIiTKOBOMY Billi. [eMopariyHuii CMHApOM
MOXE MPOSBIISITUCS BXE B AUTSIYOMY Billi i XapaKTEpU3YETHCS YACTUMU i TPMBAJIMMU KPOBOTEYaMU 3 HOCA,
MiAIIKipHUMU KPOBOBUJIMBAMU. Y OIHi€l XBOPOi OyB YCKJIaAHEHUI aKyllIepChbKU aHaMHE3 y BUIJISIIL Te-



