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BpomkeHi nopyLieHHs 6inipy6iHOBOro 06MiHy, iKi NepeBaXKHO MatOTb CIMEAHWIA XapakTep, BUKNNKAKTb HaibinbLie AiarHOCTUYHWUX TPYAHOLLIB Y neaiaTpis,
nikapis 3aranbHoi NPaKTUKN Yepe3 MOXMUBICTb [e6t0TYBAHHS Y Pi3Hi BiKOBI nepioAn. KniHiyHa HACTOPOXEHICTb, MOLWMPEHICTb | JOCTYMHICTb CNEeLnMIYHNX
TECTiB (y TOMY 4YWCAi MONEKYNAPHO-TEHETUYHOTO LOCMIMKEHHS) CNpUAOTL BYACHIA Bepudikauii Henpamoi rinep6inipy6iHemii, y TO 4ac K npu Npamin
rinep6inipy6iHemii icHye CKnagHicTb i3 NiATBEPAXEHHAM AiarHo3y (BiACYTHICTb LOCTYMHUX CneuuiyHuX TecTiB, HEOOXiAHICTb MNpPOBELEeHHS
MOPCOriCTONOrYHOrO AOCHIMKEHHSA).

VY cTaTTi HaBeLeHO KNiHiYHWUiA BUNagok cuuapomy [abiHa—[xoHcoHa (COL), skuit MaHicpecTyBas HeOHaTaNbHOK (DOPMOK i MaB NOJANbLINIA PEMITYOHUIA
nepebir NOMipHOI XXOBTAHWLI. Kno4oBi cumnTomu, siKi MOXyTb BkasyBatu Ha G[[: rinep6inipy6iHemis 3a paxyHOK npamoi dppakuii, MaHicecTauis y
ny6epTaTHOMY Billi, HaABHICTb HEOHaTanbHOi (POPMU (K B OMUCAHOMY KMiHIYHOMY BUNagky). [ns Bepudikauii AiarHo3y pekoMeHZ0BaHe NMpOBEeLeHHS
BWU3HAYeHHS PIBHA KONPONopipuHy cedi 3 chpakuiamu.

KntouoBi cnosa: cunapom [labina—[KoOHCOHa, AiTw, rinepbinipy6iHemis, KonponopipuHu.

Clinical features of Dubin-Johnson syndrome in children (a case report)
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Congenital disorders of bilirubin metabolism, which are mostly of a familial nature, cause more diagnostic difficulties for paediatricians and general practition-
ers due to the possibility of onset in different age periods. Clinical suspicion, prevalence and availability of specific tests, including molecular genetic studies,
contribute to the timely verification of indirect hyperbilirubinaemia; while in direct hyperbilirubinaemia, there is a difficulty in confirming the diagnosis due to
the lack of available specific tests and the need of morphohistological examination.

The article presents a clinical case of Dabin-Johnson syndrome, which was manifested in the neonatal period with a relapsing course in the form of moderate
jaundice. The key symptoms indicating DJS are as follows: hyperbilirubinaemia due to the direct fraction, manifestation at pubertal age, presence of neonatal
form (as in the described clinical case). To verify the diagnosis, it is recommended to determine the level of urine coproporphyrin with fractions.

Key words: Dabin-Johnson syndrome, children, hyperbilirubinaemia, coproporphyrin.

KnunHuyeckue oco0eHHOCTU TeueHua cuHgpoma labuHa—[0)kKOHCOHa y peten
(KNuHUYecku cny4ai)

B.C. bepe3senka?, M.b. u6a’*, H0.11. Pe3Hnxos’

'HaunoHanbHbIi MeANMLUHCKIIA YHUBEPCUTET uMeHn A.A. boromonbla, 1. Kues, YkpanHa
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BpoxaeHHble HapylleHus 06MeHa 6unupybuHa NpeuMYyLLECTBEHHO MMEKOT CEMEMHbI XapakTep, Bbl3biBAIOT OONbLUME [NATHOCTUHECKWE CROXHOCTM
y MNeamartpoB, Bpayeil 06LIei NPaKTUKM W3-32 BO3MOXHOCTW [Ae6H0TMPOBAHMA B pasHble BO3PACTHble Nepuofbl. KnuHu4eckas HacTOPOXXEHHOCTb,
pacnpoCTPaHEHHOCTb U [OCTYMHOCTb CMeundu4ecknx TeCToB (B TOM YMCNE MOMEKYNAPHO-reHeTUYECKOr0 UCCNeoBaHus) CNOCcOOCTBYHOT CBOEBPEMEHHOM
BepuchuKaumm HenpsaMoi runepbunupy6uHemMum, B T0 BpeMst Kak CUHAPOM NpAMON runep6unupy6uHemMun siBnseTcs 60nee CNOXHbIM B MOATBEPXAEHUM
AnarHosa (0TCyTCTBME AOCTYMHbIX CNeundmnyecknx TeCToB, HE06X0ANMOCTb NPOBEAEHNS MOPGOrMCTONOMMYECKOr0 NCCef0BaHNS).

B cratbe npuBeneH KnuHuyeckuii cnyyai cuHppoma Jabuna—[hxoHcoHa (COL), koTopbiit Ae610TMPOBaN B Nepuoae HOBOPOXKAEHHOCTU (Tak Ha3biBaemas
HeoHaTanbHas (hopmMa) M WUMen PEMUTTUPYIOLLEE TEYEHWE YMEPEHHOU XenTyxu. KnoyeBble CUMNTOMbI, KOTOPble MOTYT yKa3biBaTb Ha GCOM:
runep6unupybuHemMus 3a cHeT NPAMON Ppakuun, MaHugecTaumns B ny6eptaTHOM BO3pacTe, HaNN4YMe HeoHaTanbHON POPMbI (Kak B ONMUCAHHOM KNNHUYECKOM
cnyyae). [ins BepudomKaLmm anarHo3a pekoMeHA0BaHO ONpeAeneHe YpoBHS KonponopgupuHa moun ¢ hpakLmamm.

Kntoyesble cnosa: cHapom [JabuHa—[KOHCOHA, AeTun, runepounnpybuHemMus, KonponopgupmH.

OCTaHHiMI/I NeCSAITUPIUYSIMU HAYKOBISIMU
Ta MPAKTUIHUMHY JIIKapSAME PO3POOJISIOTH-
csI Ta aKTMBHO BIPOBA/UKYIOTHCS Y CUCTEMY OXO-
POHU 370POB'Sl TIpOrpaMu PaHHbBOI [[iaTHOCTUKH
3aXBOPIOBaHb, M0 Ma€ o0coOJMBe 3HAYEHHS
B Ne/liaTpUyHill remaToJsiorii. BpojkeHi nmopyiieH-
Hs1 611ipy6iHOBOTO 0OMIHY, SIKi IEPEBAKHO MAIOTh
CIAJKOBUI XapaKTep, BUKJIUKAIOTh HalOijbIme
JIarHOCTUYHUX TPYAHOIIIB Yy TIe/liaTpiB Ta JiiKapiB
3araJibHOl MPAKTUKU. BiICyTHICTh paHHIX KJIIHIY-
HUX O3HAK YPasKeHHs rernaTobijiapHoi cucTeMu
y ZliTeil CITOBINIbHIOE JIIaTHOCTUYHUHN TIONIYK Ta 3aT-
PUMYE MOYATOK JiKyBaHHs. /laHi nalieHT TpuBa-
JIO JIKYIOTBCS Ta CIOCTEPIraloThes Y iH(EKITioHi-
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CTiB, aJIeproJioriB, iepMartosioris. Taka HecBoevac-
Ha [iarHOCTUKA TPU3BOAUTL M0 HeeheKTUBHOI
BUTPATH KOIITIB Ha ITOCTiITHO TOBTOPIOBaHi, BUCO-
KOBapTiCHI 0OCTEKEHHS, MPUIIOM MeJUKaMEeHTIB,
SIKi MACKYIOTh IIPUPOJIHIIT TIepedir 3aXBOPIOBAHHSI.
[TprunHOIO 1BOTO TIEPEBAKHO € HEIOCTATHS
iH(pOPMOBaHICTh MPAKTUYHUX JIKAPIB TPO errijie-
MioJIOri10, KAIHIYHUN 1epebir, AiarHOCTUYHMIA
AJITOPUTM BPOJIKEHUX TirtepOimipyoiHemiii.
Bpomxkeni mopyienass obminy 6inipy6iny
IPUIHATO Kaacu@ikyBaTH Ha CUHPOMU:
e 3 IepeBasKaHHAM HenpsaMoi ¢pakiii Oiripy-
6iny (cungpom Kuanbepa, Kpurmepa—
Haitspa, JToci—/Ipickomn);
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e 3 mepeBaKaHHAM MPsIMOI (pakitii 6i1ipy6i-
Hy (curapom Poropa, /labina—/[skoHcoHa).

B ocHOBI 1ux cuUHAPOMIB JeKaThb HACTYITHI
MaTOTeHeTUYHI MeXaHi3MU: TOpYIIeHHsS KOH'IoTa-
wii Y/ D-rmokypoHoBoi KucaoTH 3 OimipybiHOM
(cunapom Kubbepa, cunapom Kpuriepa—Haii-
sipa, cuapom Jlroci—/Ipickout, 5KOBTSHUIIS TPY/THO-
IO BUT'0/IOBYBaHHS ), 110 IIPU3BOJUTH /10 BHYTPIlll-
HBOIIEYIHKOBOTO HAKOIWYEHHSI HEKOH TOr0BaHOIO
6Lipy6iHy; HAIJUIIKOBA €KCKpeliss OimipyOiHy
i3 TEemaToIUTIB y >KOBYHI KaHAJbIl (CUHAPOM
Jlabina—/[;koHCOHA); KOH'IOTOBaHe IIOBTOPHE
norauHanHs Ouipy6iny (cumapom Potopa) [1,2].

3 ycixX riepepaxoBaHUX BUITE CUHIPOMIB TIJTbKU
cunapom Kpurimepa—Hailapa Mae nepeBakHO
BakKUI 1epebir, i y yactuuu (25%) HOBOHAPO-
JUKEHUX MOKE€ MaTh HeCHPUSATIUBUN mepebir
3 JeTasbHUMM Hacaigkamu [3]. Permra cuaapomis
MarTh JOOPOSIKICHUI Tepebir i He CTaHOBJISTDH
3arpo3u KUTTIO IUTHHU.

HesBaxkaloun Ha pi3Hi HaTOreHETUYHI MeXa-
Hi3MU TIOpyIIeHb 0OMiHy GiipyOiHy, XBOpi MalOTh
CXOKi KJIHIYHI CUMITOMHU (KOBTSIHMI IIKipU
Ta CKJep) Ta BiJICYTHICTb MaTOMOP@OJIOTIYHUX
3MiH B redidii. OCHOBHUMU KJIIHIYHUMU O3HAKa-
MU 100pOsIKiCHUX TiepbimipybiHeMill € HAsBHICTD
HEePeMiKHOrO IKTepUYHOro 3abapBJIeHHs IIKipu
Ta cKJiep, 6e3 cBepOiHHS MIKIPH, IHKOJIN He3HAYHA
rermaToMeraisg, BiUyTTS BaKKOCTiI y IPaBOMY
miapebep’, acreHoBereraTuBHuUil cuHapom [3,11].
Haituacrimre ne6ioTyioTs y mybepTaTHOMY mepiozi
(67%), MaIOTh Ay TOCOMHO-PEIECUBHUIA THUIT yCITa/I-
KyBaHHs, BUSBJISIOTHCS II€PEBAKHO Y XJIOIYMKIB
(1:7—-1:9 3aeskHO BiJl peTiOHy TTPOKUBAHHS ).

3uauna nomupenicts (1:3000 — 1:20000) [3],
CIIQIKOBUM aHaMHe3, KJIiHIiYHA HaCTOPOKEHICTHh
i IOCTYTHICTH cenmndiyHnuX TecTiB (y TOMY YUCTi
MOJIEKYJISIPHO-TEHETUYHOTO JOCJi/IKEHHS) CIIPH-
SJ10Th BYACHIM Bepudikailii cragkoBol HEMPSIMOI
rinep6igipy6iHeMii, y TOit yac SIK y BULIAJAKY 3 TIPsi-
MOIO TinepOiipy6iHeMi€lo iCHY€E CKIIaHICTh Y IIi/I-
TBEPJKEHH1 /iarHo3y (BiZICYTHICTb AOCTYITHUX
crennivHUX TeCTiB, HEOOXIAHICTh TPOBEICHHS
MOPOriCTONOTIYHOTO AOCHi/KeHH ) [3].

Cunzpom Jlabina—/Ixxoncona (CJI/1) Buepime
onucanuii y 1954 p. Dubin ta cmiBasr. i Sprinz
Ta CIiBaBT., IKi MTOBIJIOMUJIN MTPO BUIAJAKU XPOHiY-
HOI PeIUANBHOI JKOBTSIHUIL 3 YOPHUM 3a0apBIICH-
HSM TMEeYiHKU 32 BiZICYTHOCTI iHIITUX O3HAK XPOHiy-
HOTO Au(py3HOrO 3aXBOPIOBAHHS TeYiHKU [5].
bisbticTh Mali€eHTiB He MalOTh 1HIIUX CUMIITOMIB,
KpiM €Ii30/[iB Ba)kKKOCTi y IpaBoMmy Tiapedep'i,
IIBM/IKOI BTOMJIIOBAHOCTI Ta 3arajbHOi CJIaOKOCTI.
Touni gani mommpenocti C/Jl Bigcyrtni. Haii-
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Puc. Cxema o06MmiHy 6inipy6iHy y renatouuTi [7]

yacTillle BUABJAETHCA Yy MOIYJAINIl 1PaHCbKUX
espeiB (1 Bunazok Ha 3000 HaceneHHSs ), 3 OTHAKO-
BOIO 4acTOTO0 B 0cib 060X crareii [5].

Monekyngapunm mexanizmom C/I/1 € BigcyT-
HicTh a60 AeilUT MyJIbTUCIIEINDIYHOTO OpraHiy-
HOTO  aHIOHHOrO  TpaHcHoOpTepa  JIOJAWHU
MRP2/cMOAT, BUKJIUKAHOTO TOMO3UTOTHOIO 200
CKJIQJIHOIO TETEPO3UTOTHOIO MYTAII€0 B TeHi
ABCC2 (ID rena: 1244) ma xpomocomi 10q24.
bBisbrmicTs MyTaltiii (IMpoITyCcKy Ta JieJIellii eK30HIB)
MPU3BOJIATH JI0 3YITUHKU KOJIOHIB Ta HETIOBHOIIIH-
noi tpanckpurnitii MRP2 (puc.). Yabrpamikpo-
CKOIIYHO 1€ MO€ BUSIBUTUCH TPAHCJIOKAIiSIMU
MeMOpaH eHIOMIa3MaTUIHOTO PETUKYJIYMY Tela-
TOIUTIB [6].

Cungpom  Jlabina—/[)koHcoHa — 3a3BUYAil
1e0I0Ty€ Y I0HAIIbKOMY Billi eIi30aMu HOMipHO]
JKOBTstHUI. PiBHI GimipyOiHy MOKYTH JOCSATATH
100 MKMOJIB/J1, TpAMU GinipyOiH CTaHOBUTH
30-60%. Pinkicuum € C/I/] y nepiozni HOBOHapO-
JpkeHocTi. Onucano Jumie JleKiJibKa BHUIIAJIKIB.
Heonaranmpna dhopma CJ1/] BupisHgeTbcs HasBHI-
CTIO BaXXKOTO CHH/POMY XOJecTa3dy Ta 3HayHOi
rematomerasnii i morpebye ae3iHTOKCHUKAIiiHOT
teparnii. [TizBuieHa BaXKKiCTb Y HOBOHAPO/IZKEHUX
MOSCHIOETbCS BUpazHumu nedexkrtamu MRP2.
3 BIKOM BayKKIiCTh €ITi30/[iB JKOBTSIHUIII TIOCTYTIOBO
3aracae. Jlanux 3 npuBoy Baskuoro nepebiry CJ1/]
y MailGyTHbOMY y Takux Jiteil Hemae [10].

Cunzgpom [laGina—/[5KOHCOHA II€PEBAKHO HE
norpebye JikyBaHHsg. BojgHodyac BasKJIUBUM
€ BCTAHOBJICHHS TOYHOTIO JiarHO3y, SIKUI € jiar-
HO30M-BUKJIIOYEHHSIM 1HIIUX 3aXBOPIOBaHb Trera-
ToOiiapHoi cucTeMu. Y TakuX XBOPHX, OKPiM
HiZBUIEHOro PiBHA OinipybiHy, HOPMaJbHUMU
€ IHII MOKA3HUKU TEeYiHKOBUX 1pob (asmaniHami-
HoTpaHcdepasza, acrnapraraMmiHoTpancdepasa,
ayskHa hocdaTaza, raMMarTyTaMiJTpaHCIIEITH/IA-
3a, TUMOJIOBa 1Ipoba). B anasmisi ceui BUABISETHCS
iBUIIEHHS PiBHSI YPOOiJIiHYy, HOpPMaJbHi PiBHI
KoMponopdipuHiB, TPOTe MAE MicIle TiABUNIEHHS
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Tabauys

AndepeHuiiHo-giarHocTU4YHi oco6nueocTi cuHgpomy flaGiHa—[>kOHCOHa y aiTei

O3Haka

Cungpom JabiHa—[XOHCOHa

CuHppom PoTtopa

Bik ge6roty

fOHaupbkuin (nepeBaxHo 12-20 pokiB), 3ycTpivaloTbeca HEO-
HaTanbHi (hopmu; 3 OOHAKOBOK 4aCTOTOK B OCi6 060X cTaTen

Monogwi (ctapiue 15 pokis),
nepeBaxHo xnon4unku (1:8)

MyTauis resa MRP2/ABCC2

He BusBneHa

[aToreHeTnyHi
0COBMMBOCTI

HeedekTrBHa ekckpeLis 6inipy6iHy
3 renatoumTiB Y XXOBYHI KaHasbLi

3BOPOTHE 3aXOMJIEHHs renaroyuTamm
KOH'toroaHoro 6inipy6iHy

PisHi 6inipy6iHy

o 100 Mkmonb/n
(npsamuin 30-60%)

[o 70 MKMonb/n
(Mpsmui 40—-65%)

[icTonoriyHi 3miHn MopdosnoriyHo iHTakTHa. MopdonoriyHo
neYyiHku HakonuyexHs nirMeHTy iHTaKTHa
KonponopdipuHu 3aranbHuii piBeHb HOPMabHWA, 3aranbHuii piBeHb
y ceui nigeuverHs | dopakwii NiaBULLIEHNI

dbpakmii konponopdipuny I ta 3Hmkenns [11
dpakiii. Jlauuii MokasHUK € MaTOTHOMOHIYHUM,
ockinbku kompounopdipun I € merabomiuHuM
MOOIYHNM TIPOAYKTOM CHHTE3y TeMa, a TaKOXK
ergoreHHnM cyoctpatom MRP2, a orke piBeHb
HOro y KpoBi Ta cedi 36iJbITYEThCS 32 HASIBHOCTI
nedexraoro MRP2. Ticrosoriune jpocmiizkeHHS
MMeyiHKM, Xo4ya 1 He € HeOoOXiHUM /I BCTaHO-
BJICHHSI J1iarHO3Y, MITBEP/KYE /IIarH03 y CIiPpHUX
MUTAHHSAX 32 HASIBHOCTI IHTEPKYPEHTHUX 3aXBO-
PIOBaHb, 10 MAIOTH BIUIUB Ha 0OMiH MTOpdipuHiB —
BUSIBJISIE HASIBHICTh TEMHHUX JIiI30COMAIbHUX MeJia-
HIHOBUX MITMEHTHUX BiJIKJIaieHb — <TeMHO-IIO-
KoJiasiHa nedinkay [8,9]. MoxkinBuUM € TeHOTHILy-
Banns rena ABCC2, mpore uepes3 3HaYHY BapTiCTh
BUKOPHUCTAaHHS I[bOTO MeToxy obOmeskeHe. Jliar-
HOCTHYHI OCOGJUBOCTI BPOJKEHUX Timepoimipy-
GiHeMill 3 mepeBaskaHHSM HPAMOi (ppakilii HaBe-
peri y Tabuauii. [IporHos cupusTAUBHIL s
JKUTTSL, 30POB'sl; BOAHOYAC MalliEHTaM HeoOXiaHO
3 00EPEKHICTIO 3aCTOCOBYBATH IIPEMAPATH €CTPO-
reniB [3,11].

HaBomnmo BacHe croctepekeHHS BUTIAIKY
CIJl y mutuHmM.

[Tamientka M., 2000 p. H., rocmiTajsizoBaHa
y IlenTp autsuoi remarosiorii 1Y «ITIAT HAMH
Ykpainn» 6 rpyansa 2017 poxy 3i ckapramu Ha
nepiojinyHe TOXKOBTIHHS IIKIPHUX IOKPUBIB,
30isIbIIIeHHsT PiBHSI 3araibHOTO GimipyOiny (Tiepe-
BayKHO 3a PaxyHOK TPsIMOI (hpaxitii) y 6ioxiMiaHO-
My anamisi kposi. IIpsima rinep6inipybinemist
Ta CUHJPOM XOJiecTa3y BUSABJEHI Ile y Tepiofi
HOBOHapoKeHocTi. Jlo 6-MicssuHOTO BiKy mepedy-
Bajla Ha CTAIIOHAPHOMY JIIKYBaHHI 3 J1arHO30M:
«BuyrpimaboyTpobHa iHbekItis. Bpomkenuit
renaTuT» (MakCUMaJbHI 3HAYEHHS 3arajbHOTO
6iipy6iny — 366,4 MkMouib/01). JInTrHa ob6cTeske-
na Ha BipycHi renatuti B ta C, TORCH-indexkrii —
aHaJIi3W HeTaTUBHI. ¥ Billi 2-X POKiB BCTAHOBJIEHO
niarao3 «CMV-renatuts. [lepiogrmano migBumIy-
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BaJIMCh PiBHI 3araJibHOTO GiTipy6iHy (MakcHMasib-
Hi 1 pu 10 120 MKMOJIB/JT) 32 paXyHOK TIPSIMOTO
6inipy6iny (56%).

3 aHaMHe3y JKUTTS BiJIoMO, IO JUTHUHA Bif
3-1 BariTHOCTI, 2-X MOJIOTiB, JlIoHONIeHa. [Ipu Hapo-
JUKEHH1 BHUSBJIEHO BPOJKEHY Bajly PO3BUTKY
«TpaHcmo3utlia MaricTpaJbHUX CYAWH, HedekT
MIKIIEpeJICePAHOl Ta MiKILIYHOYKOBOI TIE€PETHUH-
KM, BIIKpUTa aprepiajbHa IPOTOKa, cyHaop-
TanbHUN cTeHo3». OmepoBana y Ilentpi autgaoi
kapaioxipyprii y 2006 p., BUKOHaHa orepaitis
Jlexomnra. IlepebyBae mim auWcrHaHCcEepHUM Har-
JAZI0OM Y Kap/ioJsora 3a MicleM ITPOKUBAaHHSL.
Ha momenT rocmitamisaiiii AMTHHA KOMIIEHCOBaHA
10 CEPIIeBO-CY/IMHHOMY 3aXBOPIOBAHHIO.

O6 ‘ekmueno. 3arabHUil CTaH AUTUHYU BiHOC-
HO 3a/10BiJibHUNA. KuliHIYHI MTpOsSBU acTeHOBeTeTa-
TUBHOTO cuHApoMy. /lutnHa akTuBHa. CBiOMICTh
30epexxena.  DisuvyHMil  PO3BUTOK  HIDKYE
cepeiHboro (3a TEHTUJIbHUM METO/IOM), TapMO-
uiitauii. [Ikipa uncra, 61i10-poskeBa, cyxa, psiCHO
BKpPUTA JIACTOBUHHAM. Typrop Ta ejgacTUUHICTb
3a/10BiJIbHI. Buanmi cauzoBi 0OOJOHKU YUCTI,
Bouiori. Ckiiepu cybikrepuysi. Jlimbaruati By3nn
3a rpynamu He 30ijbineHi, 6e360JIiCHI PH Majib-
namnii. JI3UK BOJIOrMiA, YUCTHIL, 3 OLIMM Halapy-
BaHHAM Oiis KopeHs. Murganuku He 30ijblieHi,
6e3 matoJsioriuHoro cekpery. /luxaHHs depes
Hic BisibHe. Jlereni: mepKkyTOpHO — SCHUI JiereHe-
BUI 3BYK, ayCKYJbTaTUBHO — BE3WKYJISIPHE
nuxanudg. Cepue: YCC 98 yn/xB. Tonu 3ByuHi,
Iy4yHi, pUTM IpaBuabHUiL. ['pybuil cucrosiyHmii
IIyM IO BCili TOBEPXHi, 1110 TTPOBOAUTHCS. AKIIEHT
IT tony mazm JsereneBoio aptepieo. Mexi cepis
BijnoBizaoTh Biky. JKusit He 36i1bIneHnil y pos-
Mipax, y [iJgHII MEYOBUJHOIO BiJ[POCTKA —
pyberb  Bifi KapmioXipypriyuHoro BTpydYaHHS.
[Teuinka He 36igbimena. Kpail me4iHKU rocTpuii,
M'garko-emactuuHol Koucucrenirii. Cesesinka mHe
nasbiyeTbes. MDizioorivni BiAnpaBIeHHs: peTy-

ISSN 1992-5913 Cospemennas neguatpus 2(90)/2018



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

JIIPHI, BUTIOPOKHEHHSI KOPUYHEBOTO 3abapBJieH-
Hs1, 6e3 MaToJOTIYHUX JOMIIIOK, OgOpMIIeHi,
CXUJIbHICTD 710 3amopiB. CevoBUIiJIEHHST BiJIbHE,
ceya CBiTJa, JAiypes A0CTaTHiil.

BpaxoBytoun ckapru, aHaMHe3 3aXBOPIOBAHHS,
NaHi TOCTiIPKeH S, B TJIaH AUMepeHIIiiiHo1 liarHo-
CTUKHM CHHIPOMY TinepOinipybinemii 3a paxyHOK
npssmoi ¢pakmii Bkaodyeni C/I/[ ta cungpom
Poropa. /Indepentiiiiny AiarHOCTUKY TTPOBOIAIN
TaKOK 13 aBTOIMyHHUM TelaTUTOM, BipyCHUMU
rematutamu B Ta C (BpaxoByiouu TpoOBeNeHHS
KapioXipyprivHoro BTpy4aHHs ), XBopo6oto Bib-
cona—KonoBasosa.

Y Ilentpi auTsg4oi Tematojiorii TpoBeaeHe
KOMILTEKCHE 00CTEKeHHsT. 3a pe3yJIbTaTaMi OTPH-
MaHMX JJaHUX: Y 3arajbHOMY aHasi3i KpoBi 3MiH
He BUSABJIeHO (TeMoryiobin 136 r/i1, epurporuT —
4,34x10" /1 neitkouutu — 5,82x10° /71, TpOMOOITI-
™ — 253x10° /1, IIIOE — 12 Mmm/TON); y Gioximiu-
HOMY aHai3i KpoBi rinep6imipy6iHemist
(3aranphuii Ginipy6in 33,0 MKMOJb/J: TIpsiMa
dpakiia 20,0  MKMOJb/J,  HenpsMa
13 MKMOJIb/T), IHIMUX TMOPYIIEHh HE BUSBICHO
(ATAT — 18 on/n (mopma 8,0—-40 on/m), AcAT —
16 om/n (Hopma 10—41 ox /), 3arabHuii 610K —
84,8 r/n (nopma 60—80 r/x), TuMoI0Ba IpoHa —
2,0 (nopma 110 4,0 oz.).

Cxpuninr Ha BipycHi renatutu B ta C Heratus-
HUL. AyTOQHTUTIJ, XapaKTePHUX /IJIT aBTOIMYHHO-
ro tematuty (ANA, anti-LKM-1,anti-SMA),
He BUsIBJIEHO. PiBeHb 11epyI0IIa3MiHy CUPOBATKU
KpoBi HopMaibuuii — 35,23 wmr/ma (HOpMa
22,0—-61,00 mr/m).

YabTpa3ByKoBe NOCJIKEHHS OPraHiB 4yepeB-
HOI TIOPOKHUHU: TIediHKa 30iJbllieHa B po3Mipax,
[13P mpasoi moni 124 MM, TOBUIMHA JIiBOI 10JTi
58 MM, Kpaii OKpYyrJieHWi, KOHTYPH PiBHi, YiTKi,
€XOTeHHICTh TMapeHXiMU He 3MiHeHa, CTPYKTypa
nudysHo HeopHopiana. Ilpu gomnmrepomerpii
CIIEKTP KPOBOTOKY y IIeUiHKOBUX BeHaX TPboxdas-
Huii. IloprambHa BeHa — 06e3 0cOOJIMBOCTEN.
/KoBunmii Mixyp oBasbHOI (opmuU, po3MipaMu
63x20 MM, cTiHKa YyIIiJbHEeHa, HE TOTOBIIEHA,
BMicT aHexorenHuil. IligmynkoBa 3anosa
He 30iJbIIIeHa, eXOTEeHHICTh TKAHUHU HEPiBHOMIp-
HO Ti/iIBUIlleHa, CTPYKTypa ofgHopigaHa. Cesesinka
B posmipax 116x43 MM, cTpykTypa 6e3 0co6JuBO-
creit. Hupkum poaraimoBaHi THIIOBO, OBaJbHOI
(dhopmu, KOHTYpH PiBHI, 4iTKi, He 30iJbIIEH], €XO0-
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reHHicTb napeHxiMmu 3Budyaiina, YJIC nomipHo
yIIiJbHeHa. BisbHa pijinHa y YepeBHill MOPOKHUHI
He Bi3yasidyeTbcd. BUCHOBKU: yJIbTPa3BYKOBIi
O3HaKM AN(DY3HUX 3MiH MAPEHXIMU TIEUiHKH, Peak-
TUBHUX 3MiH IapEHXIMU Mi/[IIYHKOBOI 3aJ1031.

[IpoBenena enmacrorpadist MediHKM MeTOJOM
3CYBHOI XBWJIi: CEPE/IHIN TTOKA3HUK €JIACTUYHOCTI
(Momysb skopetkocti) — 3,9 klla, mo BiamoBinae
HOPMAJTbHIN JKOPCTKOCTI TTEYIHKH.

Jlonga Bepudikariii giarHo3y MPOBEIEHO aHAI3
nopoiputi ceui. ITopdobiminoren 0,8 mr/m
(mopma 0 2,0 mr/xi), mopdipunu 61,0 mMr/mody
(mopma mo 100 wmr/mo6y): mnopdipun I —
40 mr/moby (Hopma g0 10 mMr/mo0y), mopdipun
IIT — 12 mr/mo6y (Hopma 10 43 mMr/mo0y), meHTa-
nopdiput 6 mr/mno6y (Hopma 10 10 Mr/m06y), rek-
canopdipun 3 Mr/moby (Hopma 10 5 Mr/mo0y).
3aKTIOYEHH: MiABUINEHHS pPiBHSA TOPDipuHYy
I ipn HOpMaTbHOMY PiBHI 3aTaJIbBHOTO KOMPOTIOP-
(ipuny (marorsomoniuna oznaka jiig CJI/1).

HocuiKenHss BUKOHAHI BiZIIIOBIZIHO 0 IIPUH-
numiB I'enbcinenkoi [exnaparttii. [TpoTokost gocti-
JUKeHHs yxBajieHUH JIOKaJlbHUM eTUYHUM KOMiTe-
tom (JIEK) Bcix 3asHayeHux y poOOTi yCTaHOB.
Ha mpoBeneHHst mociikeHb OyJ0 OTPUMaHO
noiHhopMOBaHy 3roty OaThbKiB AUTHHHU.

Ha ocHOBI TIpOBe/IEHOTO KOMILIEKCHOTO 00CTe-
JKeHHsI BcTaHOBJIeHO JiarHo3 «Cunzapom Jlabina—
[xxoncona». JluTuHa BUIIMCaHA 31 craiioHapy
y 3a0BiTbHOMY cTaHi. PexomeH10BaHO AOTPH-
MaHHS Ji€eTH y Meskax crouy Ned, pekum mpari
Ta (I3UYHUX HaBaHTa)KeHb, YPCO/E30KCUXO0JIeBa
KucsoTa Kypcamu 1o 500 Mr Bivi Ha pik, ob6epexk-
He BXKUBAHHS IIpPerapaTiB ecTPOreny.

Takum umnom, naBenennit npuknan CJI/I,
MONpU 1OT0 MaHiecTyBaHHS y AUTAIOMY Billl
(3 Tak 3BaHOI HEOHATAIBHOI (HOPMU), MaB PeMi-
Tylourii 1mepebir momipHoi skoBTsHUI. Kiriouo-
BUMM CHMITOMaMHM, $IKi MOXYTb BKa3yBaTH
Ha CJI/I, € rinepbinipybiHeMis 3a paxyHOK IIpsi-
Moi (ppakiii, Manidecraris y mybepraTHOMY Billi,
HasBHICTh HEOHATATBHOI (hOpMU (SIK B OTTMCAHO-
My KJiHiuHOMY Bunajiky). /[las Bepudikanii
miarno3y HeoOXifHe MPOBeAEHHsT BU3HAYEHHS
piBHa KompornopdipuHy cedi 3 ¢dpakiisgsMu 3a
HEMOJKJIMBOCTI TTPOBE/IEHHST MOJIEKYJISPHO-TeHe-
TUYHOTO OOCTEKEHHSI.

Aemopu 3aa6as10mv npo I0cCymuicms KOH K-
my inmepecis.
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HOBOCTH

Haiineno coenunenue, kKoTopoe okasajaoch 3¢ ¢exrus-
HBIM IIPOTUB YCTOHYMBBIX K AHTHOUOTHKAM OaKTepuii
B 9KCIIEPUMEHTAX Ha Ja00PATOPHBIX KUBOTHBIX

I'pynma nccnenosateneii n3 CIIA, Cunaramypa n Knrtas
CHHTE3UPOBAJIA COCANHEHUE, KOTOPOE CIOCOOHO GOPOTHCS
C PSIZIOM MATOTeHHBIX OAKTEPUI, YCTONUMBBIX K CYIECTBYIO-
UM aHTUOUOTUKAM. Pe3yJibTaThl UCIBITAHUN HA KYJIbTY-
pax KJIETOK ¥ JIahOPATOPHbIX KUBOTHBIX CBUAETENBCTBYIOT
0 TOM, YTO 9TO BEIIECTBO HE TOKCHYHO IT0 CPABHEHUIO C IPY-
TUMU [Ipenapatamu, a Bo30yauresn 3a00IeBaHNs He BbIpa-
6aThIBAIOT PE3UCTEHTHOCTh K Hemy. OO 9TOM TOBOPUTCS
B mybsmkarmu Nature Communications.

[IpumMeHeHne aHTHOUOTHKOB B CBOE BPEMSI CTAJIO OJ[HUM
M3 KPYIHEHIINX POPHIBOB B UCTOPUU MeAMIHbL OHu
3HAYUTENBHO 06Jeryrnn 60pbOY cO MHOTUME GOJIE3HSAMU,
KOTOPBIC paHbIe OBIJIO CITOKHO JIEUUTh WU BOOOTIE HEBO3-
MozkHO. Ho BriocsieicTBumn 6akrepun BbIpabaThiBajIu yCTOI-
YUBOCTh K AHTUOMOTHKAM, M T€ YyKe ObLIM HE TaKUMU
addexTuBHbBIMU, a TO U BOBce He xeiicTBoBasn. IlosBiig-
JICh HOBBIE TIOKOJIEHUSI aHTUOMOTUKOB, HO U K HUM GakTe-
PHU CO BPEMEHEM BBIPAOATHIBAIN PE3UCTEHTHOCTb.

ITY «TOHKY BOOPYKEHUI» CTUMYJIPYET HEITPABUIIbHOE
UCIO/Ib30BaHKUEe aHTUOUOTUKOB, B YaCTHOCTHU, X MacCOBOE
[IPUMCHEHME B JKMBOTHOBOJICTBE. B pe3yiibrare MosBUINCH
[ITaMMbI GaKTEPUH, ¢ KOTOPBIMU MOKHO GOPOTBHCS TOJILKO
C THOMOIIBIO «aHTUOHOTUKOB MOCJE[AHEN JIMHUM», OYEHD
BPEIHBIX JIJIsI OPFAHU3Ma, & TAKIKE [ITAMMBI, BOOOIIE HE 1yB-
CTBUTEJIbHbIE K J1I00bIM aHTUOHOTHKAM. O HEKOTOPBIX yCIie-
XaX U CJIOKHOCTSIX, CBSI3aHHBIX € IOMCKOM HOBBIX aHTHOUO-
TUKOB, «/loMy nHHOBaIWMit» pacckasbiBasl EBrennii Kynun.

B yumoMmsiHyTOM HCCIeIOBaHUM yueHble paboTaliu
€ MOJIEKYJION, coflepKalliell r'yaHuinHOBbIe TPYIIbL. ['yanu-

JIMH KaK CHUJIbHOE OCHOBAHWE WMCIIOJIB3YIOT JIJIS JieHATypa-
uu GeakoB. VIHbIMU cjloBaMHu, OH CIOCOOEH U3MEHSITh
CTPYKTYPY O€NKOB TaKuM 06Pa3oM, YTO OHU TEPSIIOT CBOU
HOpPMaJbHBIE CBOMCTBA U (DYHKITUN.

b herTUBHOCTD COeIMHEHNST KCCIIE0BATENH IPOBEPHU-
JIM HA KyJbTypaX ISTH PasHbIX MATOTEHHbIX OGakTepwuii,
B YACTHOCTH, CHHETHOMHO NAJIOYKU U 30JI0TUCTOTO cTadu-
JIOKOKKA. Y JIaJIoCh BBISICHUTDL, YTO MOJIEKYJIbl aKTHBHOTO
BEIIeCTBA IOMA/AI0T BHYTPb OakTepun 6e3 pa3pylieHust ee
060JI0YKH, 2 TaM JICHATYPUPYIOT OEIKU IUTOMIa3Mbl (BHY-
TPEHHSIS Cpe/la KJIETKU) U BbI3bIBAIOT THOEb OaKTepuaib-
ot kietkn. OKazanoch, YTo AHGHEKTUBHOCTD COETUHEHUST
B 6opbbe ¢ aTumu Bugamu Gakrepuii cocrasisier 99—100%.
B ombitax ¢ 1abopaTOpHBIMU MbIIIAMU HOBOE BEIIECTBO
I0KAa3aJ10 KaK MUHUMYM TaKyIo ke 9(hHeKTHBHOCTb TIPOTHB
GaxTepuasbHbIX HHMEKINIA, KAK 1 COBPEMEHHBIE aHTUGHO-
THUKHU, C KOTOPBIMU €T0 CPABHUBAJIH.

Kpowme Toro, uccienosaresn TpOBEPUIN TOKCHUYHOCTD
BEI[eCTBA Ha KJETKaX dMOPHOHAJIbHBIX MOYEK YEJIOBEKA.
Oxkazayoch, 4TO OHO MeHee TOKCUYHO, YeM 3(h(eKTUBHbIIN
AHTUOMOTHK MOJUMUKCHH B, KOTOPHIA HEraTUBHO BIUSAET
HAa MTOYKH.

Hakowerr, yueHbie TpoBepuJin, He BO3HUKAET JIN CO Bpe-
MeHeM Y OakTepuil Pe3HCTEHTHOCTh K HOBOMY BEIECTBY.
Boisicuniocs, uto 3a 30 mokoseHuii 3TOro He MPOUCXO/IUT.
B 1O ke BpeMsi B KOHTPOJIILHOM 3KCIIEPUMEHTe OGaKTepU
BbIPabOTAIM PE3UCTEHTHOCTh K AHTHOWOTHKY B TEYeHHEe
BOCBMH TTIOKOJIEHH.

CuiestyeT OTMETHUTD, UTO JIa’Ke eCJIM Ha OCHOBE ATOTO coe-
JIMHEHUS] yIACTCS CO3/IaTh KOMMEPYECKUI Ipenapatr, aTo
pousoiier He panee yem uepe3 10—15 ser.

Hcmounux: https;//med-expert.com.ua /news/ 17980/
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