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MATOJIOTTYHHUN CEYOBHUI CUHIPOM SIK ITPOSIB XBOPOBU ®ABPI.
OCOBJIMBOCTI JIATHOCTHUKH TA JIKYBAHHSI B HE®@POJIOT TUHIN KJITHIIII
Anoon’esa H.M., I pywxa M.A., I'vy O.A., [Iyboeux M.A., Ilonaxoe M.M., Jlicosa I''.B.,
Bankoscora T.J1. , ’Kenesuikosa M.O., Onanuy C.O.

K303 «ObnacHuii KIiHIYHAK HEHTp ypouiorii 1 Hedpoorii im. B. L. [llanoBanay, M. Xapkis
XapKiBChbKUH HalllIOHAJTBHUN METUYHUI YHIBEpCUTET, M. XapKiB

XBopoba ®abpi abo xBopoba Anmepcona-Pabpi — cragkoBe 3aXBOPIOBAHHS, IO BIAHOCUTHCS
70 TPYIH JII30COMHHUX XBOPOO HAKONMHWYEHHs, OOyMOBJIEHAa 3HAUHUM 3HMKCHHSM aKTHMBHOCTI abo
BIJICYTHICTIO (epMeHTy o-ranakro3uaasun A. XBopoba Ha3BaHa Ha YECTb OJHOTO 3 HOro
nepmoBiakpuBadiB — Jxona ®abpi (1 uepBus 1860 p. — 29 uyepBus 1930 p.). Bmepmie
3aXBOPIOBaHHS OyJIO0 OMHCAHO HE3aIekKHO JBoMa jaepmaronoramu JlxoHom Pabpi (1860-1930) 3
Himeuuunu 1 Binmesimom Anaepconom (1842-1900) 3 BenukoOpuTtanii. Y 1898 pomi ®adpi onucas
13-piuHOro XJOM4MKa 3 HOMYJISPHOW IypIIypOIO, Y SKOTO 3T0JIOM PO3BUHYJIAcAd albOyMiHypis. Y
TOMy  poii AHAEpCcOH omucaB 39-piyHOTO YOJOBIKA 3 aHTIOKEPAaTOMOIO, MPOTEIHYpi€ro,
nedopmMariisiMu MajblliB pyK, BAPUKO3HUM PO3MIMPEHHSM BEH 1 TIM(PATHIHUX HAOPSKOM.

XBopob6a ®abpi BITHOCHTHCS O PIAKICHUX 3aXBOprOBaHb. [lommpeHicTh XBOpoOU B 3arajibHii
nomyJisIIii Bapitoe B mupokux Mexax (Bix 1 Ha 117000 mo 1 Ha 476000 Hacenenns ). [TommpeHicTh
IIOT'0 3aXBOPIOBAHHS CEpe/l )KMBUX HOBOHApO KeHUX ckianae Big 1 mo 40 000 no 1 wa 120 000.
0,15 — 1,17% xBopux Ha giani3i CTpaKaar0Th XBOpoOoio Daodpi.

3 KJIIHIYHOT TOYKH 30py — XPOHIYHE IPOrpecyrodye MyJbTUCUCTEMHE 3aXBOPIOBAHHS, B OCHOBI
SKOTO JISKUTh MOPYUICHHS METa0O0i3My HEHTpalbHHUX TIIKOCQIHTOMIMiAIB 3 X HAKONMYEHHSIM B
pI3HUX OpraHax 1 TKaHHMHAX, 110 NMPU3BOJIUTH 0 MATOJIOTIT OCTaHHIX. ICHye 2 BapiaHTU ypa)KeHHS
HUPOK Tipu xBopoOi @Pabpi — «KIacHYHMID» Ta «3 TMi3HIM modaTtkom». «Kmacuanuiin
XapaKTepU3Y€EThCS YPaXKEHHAM KIyOOUKIB 1 IJIOMEPYJIOCKIEPO30M; MPOrpecyrouoi NpoTeiHypielo,
MiKpOaTbOyMiHYPI€IO 1 TeMaTypi€r0; HAsBHICTIO KICT CHHYCIB HUPOK; HMPOTPECYIOUNM 3HUKCHHSM
byHKIiT HUpOK. BapiaHT «3 Mi3HIM MOYAaTKOMY MPOSIBIAETHCS OUIBII Mi3HIM PO3BUTKOM MPOTETHYPIT
i THH, 3a3Buuait micist 50 pokiB; 3ycrpivaerbes y 0,26—1,2% yomnoBikiB, siki mepe0yBaioTh Ha
remofianizi; mytamii rera Gal A E66Q, A97V, M2961 1 G373D, cepen iHIIOrO acouLilOBaIUCA 3
(eHOTUIIOM MAIli€HTIB 3 Mi3HIM OYaTKOM 3aXBOPIOBaHHSI.

ITpu xnacuyHoMy nepebiry xBopoou @adpi NOUIKOKEHHSI HUPOK € Pe3yJIbTaTOM BiJIKJIaeHHS
robotpiaosimepaminy (Gb3): engoTemiamrbHUX 1 ME3aHTIaIbHUX KIITHHAX KIyOOUKIB,
IHTEpCTUIIATBHUX KIITHHAX, TMOJOLMTAaX, emitenii merini [eHne Ta AuUCTaNbHUX KaHAIBIIB,
€H/I0TeNI 1 M1aJIKOM'I30BUX KIITHHAX apTepios HUpoK. OgHak 3B'130K Mk BMicToM Gb3 B mia3zmi
KpOBi 200 ceui 1 MOsIBOI0 CUMITOMIB 3 O0OKY HUPOK HE BCTAHOBJICHA.

[lepuri KiIiHIYHI O3HaKU XBOPOOU MPOSIBISIOTHCS B 6-7 pokiB: 0o B cyrio0ax, HOIMEpeEKy,
akponapecrtesii, cuibHI 0OJl B KMBOTI, MiJBUILEHHS TemmnepaTypu Tina. LkipHi cuMmToMu €
MIOYaTKOBUM eTaroM. SIK mpaBujio, B Mepediry 3aXBOPIOBAHHS BU3HAYAIOTHCS 3 MEpIoNy: LIKIPHI
BUCHUNAHHA, NepudepuyHi Ba3OMOTOPHI poO3iajay, BiclepaibHi 3MiHU. [IporHos 3axBoproBaHHA
HECHPUSTIUBUMN; CMEPTh, SIK IPABUJIO, HACTAE B CEPEIHBOMY BIIll B1I HUPKOBOI HEIOCTaTHOCTI abo
YPaKEHHS CYAMH MO3KY. YpaXX€HHsS HUPOK MPOSBIAETbCS HUPKOBOIO HEJOCTATHICTIO 1 CEYOBUM
CHUHIPOMOM, a caMe: MIKpOTeMarypi€ro, JICUKOIHUTYPIE, MPOTEiHypi€lo, MIWIIHIApYpieo. Y cedi
3'ABISIOTHCS JIMIAN, KepaMiiM, 3HWXKYETbCS KOHLEHTpaliiiHa (QyHKIIS HUPOK, CIOCTEPIraroThCs
rinepreH3isi, HaOpSKH, a30TeMisl, ypeMmisl.

Kniniune cnocrepexxenHs. Xsopuii b. 29 pokiB rocmitanizoBaHuil 10 HEPPOIOTIYHOTO
BIJIIUIEHHS 3 CKapramu Ha OJIOBOTY, Pi3Ky ClaOKICTh, CXYIHEHHS, 3HIKEHHS Alype3y, CBEepOik
MIKipY. 3 TUTHHCTBA CIOCTEPIraeThCsl y HEBPONATOJIOra 3 NPUBOY CYAMHHOI IUCTOHI1, 3BIIbHEHUI
BiJl ciayxOu B naBax 30poiHux cui. [loripiieHHs cTaHy BiIMIYa€ MPOTSITOM OCTAaHHBOI'O POKY.
ITicna emouiitHOrO CTpecy 3'aBUiacs ci1adKicTh, MPOrpecytoya BTpaTa y Basi, 3HHKEHHSI TOCTPOTH
30py, exk3odTanbpm. [Ipu oOcTexkeHH] 3a MICIeM MPOXWUBAHHS BHSBJICHUHN MATOJIOTIYHUN CEUOBUN
CHHJIPOM, Y 3B'SI3KY 3 UUM BiH CIIPSIMOBaHM B HEPPOJIOTiUHE BiAIIJICHHS.
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[Ipn HamxomkeHHI cTaH BaXKui. Terpamape3. 3araibMoBaHUN. Y KOHTAKT BCTYIAaE HEOXOYE.
Bucnaxxenuii. lllkipHi mokpusu cyxi, 6migi. Ha mkipi Tyny0a MHOXHMHHI aHriokepaToMu. M's130B1
atpodii, Tpodiuni 3miHu HirTiB. Iliano3 ry0. Jledopmaris HIrThOBUX (aslaHr 3a THUIIOM
«bapabanHux manuyok». I'pyaHa KiiTka 3anana, atpodis MbkpeOepHUX M'S3iB, IPU ayCKyJbTaIlil
BE3UKYJsipHEe nuxaHHs. ToHu cepus ociabineni, put™m raiomy. [lynbc—11 - y xBununy, AT —
250/160 mm prt. cT. S3uk oOkianeHuit OpyaHO-cipuM HanmboTOM. ['oTHuHe HEGo. [liacrema. 3you
Kapio3Hi, 6araTo BiacyTHiX. XKuBit M'skuii. [ledinka, HUpKH, cele31HKA HE MaIbITyIOThCA.

B anamizi kposi: HB—95 1/, ep.-2,8X1012/n, xon. n.— 0,8, 1.—9,0X109/1, n—6%, c—64%,
e—1%, 1—23%, m—6%, ILIOE—27 mwm/ron B OGioximiuHOMYy aHami3i KpoBi: cedoBuHa—40
MMOJIB/JI, KpeaTuHiH—600 MKMOIb/1, Kamidi—3 MMonb/i, Hatpidi—117 mmons/in, xanpmii—1,8
MMOJIL/JI, 3aranbHuii 0110k — 50 r/1. Anani3 cedi: mineHicTs 1,005 kr/a, 6inoxk — 0,183 r/m, 1—
15—20, ep. He3mineni — 1/2 mons 30py, UMIIHAPH TiaJiHOBI, emiTeNianbHi, 3€pHUCTI, 4-5 B
npenapari. Enekrpokapmaiorpadis: rimeptpodis i mepeBaHTaXEHHS MiOKap/ia JIIBOTO ILTyHOUKA.

Ha ouHomy nHi mpaBopy4 — AHMCK 30pOBOI'O HEPBY HAOPSKOBHM, KOHTYPH PO3MHTI, CITKiBKa
HABKOJIO JWCKa HaOpskia, Qirypa «3ipKu», € KpPOBOBUJIWBH, CYIWHH HEPIBHOMIPHOTO KalliOpy,
37iBa— YNOBUIBHEHHH 1pHIOUMKIIT. BUCHOBOK mcuxiaTpa: oiirogpenis B cranii AeOLIBHOCTI.
BucHoBOK HeBpomaTtoyiora: poO3CiHUM  CHIChaIOMIENIT 3 BHPAKEHUM TETparape3oM i
CIHKTEpHUMH MTOPYIICHHSAMH Ha TJIi AU3padiyHOTO CTaTYCYy.

Ha miacraBi mporpenueHTHOi Tedii, MATONOTii HUPOK, YpPaKEHHS LEHTPAIbHOI HEPBOBOL
CHCTEMH, HasBHOCTI MHOKMHHHX aHTiOKepaToM Oyja JiarHOCTOBaHA Jii30coMHa xBopobOa dabpi.
XBOpHil OTpUMYBaB KypaHTHJI, PO3EPiH, MipaleraM, JecrneHedpul, reMoe3, aHapuIiH, TII0K03Y,
eydinin. Tepamis Oyna HeeeKTUBHOIO, 1 PU HAPOCTAHHI SBUII HUPKOBOI HEAOCTATHOCTI XBOPHUI
omep.

Ha ayromncii mpu MiKpOCKOIIii: y HUpKax — BIAMOBIIHI 3MIHW XPOHIYHOTO 1HTPAKAMIJUIAPHOTO
He(pUTY 3 BUPAKEHUMU MPOSIBAMHU 3MOPIIYBAaHHSA, 3 HASBHICTIO YaCTKOBO 1 TOTAJIbHO 3MOPIICHUX
kiyooukiB. Ctpoma ckiepo3oBaHa, 3HA4HO iH(iUIbTpoBaHa. CyIqUHH BEJIMKOTO 1 CEPEIHBOTO
KamiOopy 3 pPI3KO MOTOBIIEHWMH CTIHKaMH 1 3BY)KEHHMH MPOCBITaMH. Y CTPOMiI — UHCJICHHI
«ropOKOBi» €03MHO(IBHI YTBOPEHHS 3 JIIM(OITHO-TIIIA3MOUUTAPHIMH KIIITHHAMH, 3 TIraHTCHKUMHU
OaraTosIepHUMH KJIITHHAMH THITY «4YKOPIAHUX Tim». B cTpomi Miokapaa TropOKH Takoro x
XapaxkTepy, Taki ) — y CEJIe31HIII.

[TaTonoroanaromiuHuil AiarHo3: cuHapomM Padpi 3 NepeBaKHUM YPaXKEHHSAM HUPOK, CEIE31HKU
Ta MioKap.y; 3MopIieHi HUpKH (65 1 60 r); cuMnToMaTHYHA T1IEPTOHIs, EKCIIEHTPUYHA TinepTpodis
JiBoro nutyHouka cepus (maca 300,0), moyaTkoBi IposiBU aTepockiiepo3y aopTu. CrieHomeranis
(maca cenesiaku  400,0), ¢GiOpuHo3HMIT TepukapAuT («Bojoxare cepue»). Hemokpis's.
JIBocTopoHHi#l ringporopakc. HaOpsik, HaOyXaHHS TOJOBHOTO MO3KY 3 HAaOyXaHHSM MHIJIQJIHMKIB
Mo30uka. HaOpsxk nerenis. Bucnaxxenns. Cyx1 «[IpunyIpeHi» MKIipHi TOKPUBH.

SIKk BUIIIMBA€ 3 HaBEACHUX JAHMUX, MU CIIOCTEpiranu BuUmajgok xBopobu dabpi 3 CUCTEMHUM
ypaXX€HHSIM BHYTPIIIHIX OpraHiB, LIKIPH, 3QJIyYEHHSM B IPOLIEC HUPOK Ta PO3BUTKOM HHUPKOBOI
HE/I0CTAaTHOCTI, 1110 MOCTYKUJIa IPUYUHOIO 3aru0elti XBOporo.

HE®POTUUYECKHWIN CUHIPOM KAK ITPOSIBJJEHUE MUEJIOMHOM HE®POITATHAH
B CTPYKTYPE MAIIMEHTOB C XPOHUYECKOM BOJIE3HBIO IIOYEK
Anoonvesa H.M., I'pywxa M.A., I'vy E.A., [lyooeux M.A., [lonaxose H.H. , Jlecosas A.B.,
Banxoeckas T.JI., Onsanuu C.A.

KYO3 «O6nactHoil knuHu4Yeckuil ieHTp yposioruu u Hedponoruu um.B.M.11anosanay, r.XappkoB
XapbKOBCKHUM HALIMOHAIILHBIN MEAULMHCKUNA YHUBEPCUTET, I'. XapbKOB

MHoXecTBeHHass MueiaomMa — Hambojee dacToe 3a0oJieBaHUE cpean IUIa3MOKJIICTOYHBIX

OIlyXOJIEH, pa3BUTHE KOTOPBIX CBS3aHO C Mpojudepanred U HaKOMJICHHEM HMMYHOTJIOOYINH-
CEKPETUPYIOIIUX TEPMUHAIBHO TU(PepeHIIMPOBAHHBIX MOHOKJIOHAIBHBIX B-Ki1eToK.
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