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BpomkeHi nopyLueHHs 6inipy6iHOBOro 06MiHy, fKi NepeBaXXHO MatoTb CIMERHUIA XapakTep, BUKNUKAKOTb HANOGiNbLIe AiarHOCTUYHUX TPYAHOLLIB Y negiaTpis,
NiKapiB 3aranbHOi NPaKTUKM Yepe3 MOXNNBICTb [e60TyBaHHSA Y Pi3Hi BIKOBI nepiogu. KniHi4Ha HaCTOPOXEHICTb, NMOLUMPEHICTb i JOCTYNHICTb CreuuivyHmnx
TECTIB (Y TOMY YWCAi MONEKYNAPHO-TEHETUYHOIO AOCAIMKEHHS) CNpUsIOTh BYACHI Bepudikalii Henpamoi rinep6inipy6iHemii, y Toi Yac K npu Npsamin
rinep6inipy6iHemii icHye CKnagHicTb i3 MiATBEPMKEHHAM AiarHo3y (BIACYTHICTb AOCTYMHMX CReuMiyHMX TecTiB, HEOOXiAHICTb NpPOBEAEHHS
MOPOriCTONONYHOr0 JOCHIIKEHHS).

VY cTarTi HaBeAeHO KNiHi4HWiA BUNagok cunapomy [abiHa—[hxoHcoHa (CLL), sknit MaHichecTyBaB HeoHaTanbHOK (POPMOIO | MaB NOAANbLUNMIA PEMITYIOHUIA
nepedir NOMipHOT XOBTAHULI. KMOYOBI cUMNTOMM, fIKi MOXYTb Bkasdyeatw Ha C[[: rinep6inipy6iHemis 3a paxyHOK npsmoi chpakLii, manicectauis y
ny6epTaTHOMY Billi, HAfBHICTb HeOHaTanbHOi OpMK (K B OMMUCAHOMY KAiHiYHOMY BMnagky). [ns Bepudikauii giarHo3y pekomeHAoBaHe MpPOBEfEHHS
BU3HA4YEHHS PiBHA KONPOMopdipuHy cevi 3 dpakuismu.

Kntoyosi cnosa: cuigpom JabiHa—[xoHCOHa, 4iTu, rinep6inipy6iHemis, KonponopipuHu.
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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.

KnuHnyeckue ocob6eHHOCTU TeyeHnsa cuHgpoma [labnHa—[0>KOHCOHa y aeTei
(knNUHNYeckuin cny4yai)

B.C. bepesenko', M.b. jn6a’, HO.I1. Pe3Hukos'

'HaumoHanbHbIA MeALMHCKUIA yHUBEPCUTET UMeHn A.A. boromonbla, . Kues, YkpanHa

TY «HCTUTYT neamatpum, akywepctsa u rudekonornn HAMH YkpauHbi», 1. Kues

BpoXxaeHHble HapylleHus obMeHa 6GUANPYOMHA NPEMMYLLECTBEHHO WMEIOT CEMENHbIA XapakTep, Bbi3bIBAKT 6OMbLUNE [AMArHOCTUYECKME CMOXHOCTY
y nefwaTtpos, Bpayer OOLUed NpaKkTMKW W3-32 BO3MOXHOCTM [Ae6HTMPOBAHWA B pa3Hble BO3PACTHble NEPUOAbl. KNMHMYECKAas HACTOPOXEHHOCTb,
pacnpoCTPaHeHHOCTb M AOCTYMNHOCTb CMeLndUYecKnx TeCTOB (B TOM 4YMCAE MONEKYNAPHO-TeHETUYECKOr0 MCCNeL0BaHMS) COCOOCTBYIOT CBOEBPEMEHHON
BepucuKaunn HenpsAMoi runepounMpy6uHemMum, B T0 BpeMs Kak CMHAPOM NpsAMON runepbunupy6uHemmmn Sensetcs 60fee CNOXHbIM B MOATBEPXAEHUN
AnarHo3a (0TCyTCTBME LOCTYNHbIX CELUNdUYeCcKMX TeCTOB, HEOOXOAUMOCTb NPOBEAEHNS MOPOrCTONOrMYECKOr0 NCCNeA0BaHNS).

B ctatbe npuBedeH KnuHUYeckuii cnyyain cuuapoma JabuHa—[xoHcoHa (CLL), KoTopblit e6t0TpoBan B nepnoge HOBOPOXAEHHOCTW (Tak Ha3biBaemas
HeoHaTanbHas ¢opma) W WMen PEeMUTTUPYIOLLEE TeYeHWe YMEepPeHHOW XXenTyxu. Kniouyesble CUMNTOMbI, KOTOPble MOryT ykasbiBatb Ha C[L:
runepbunupybuHeMus 3a cHeT NpsAMoil pakumn, MaHudectaumus B ny6epTaTHOM BO3pacTe, HaN4Me HeoHaTanbHOM POPMbI (KaK B ONUCAHHOM KIIMHNYECKOM
cnyyae). [ins Bepuchukaumm guarHosa pekoMeHA0BaHO OMpefienieHne YPoBHs KOoNponopguprnHa Moy ¢ pakumusimu.

Kniouesble cnosa: cuHapom [abuHa—LhKOHCOHA, fAeTu, runepounnpybuHemns, KonponopgupuH.

CTAaHHIMM [JeCATUPIUYSAMU HAYKOBISIMU
OTa MPAKTUYHUMU JIKAPSIMU PO3POOJISIIOTh-

Cs Ta aKTUBHO BIIPOBAKYIOTHCS Yy CUCTEMY OXO-
POHU 370POB'S TPOTPaMU PAaHHBOI J[IaTHOCTUKHU
3aXBOPIOBaHb, 1O Ma€ OCOOJIMBE 3HAYEHHS
B TIe/liaTpUYHIN remaTosiorii. BpopkeHi mopyiieH-
Hs1 611ipy6iHOBOTO OOMIHY, SIKi ITepPEeBaKHO MAIOTh
CIAJKOBMII XapakTep, BUKJIMKAIOTh Haiibijablie
JIarHOCTUYHUX TPY/HOIIIB Yy TIe/liaTpiB Ta JiiKapiB
3arajibHOI MPAaKTUKU. BificyTHICTh paHHIX KJiHIY-
HUX O3HAaK ypaskeHHs1 rernatobiniapHoi cucremu
y JIiTEN CIOBITBHIOE IIATHOCTUYHUI TTOITYK Ta 3aT-
PUMYE TIOYaToK JiKkyBaHH4. /[aHi maiienTu TpuBa-
JIO JTIKYIOTBCST Ta CIOCTEPITAIOTHCS Y 1H(MEKITIOHI-
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CTiB, aJIEpProJIOTiB, lepMaToJoTiB. Taka HecBoevac-
Ha JlarHOCTUKA TPU3BOAUTH 70 Hee(eKTUBHOI
BUTPATH KOIITiB HA MMOCTIHHO MMOBTOPIOBaHI, BUCO-
KOBapTiCHI 0OCTEKEHHSI, TPUIOM MeIUKaMEHTIB,
SIKI MACKYIOTh TIPUPO/THUIT TIepebir 3aXBOPIOBaHHS.
[TprunHOIO 1BOrO IEpeBa)KHO € HeJO0CTaTHS
iH(hOpPMOBaHICTh TTPAKTUYHUX JIIKAPIB TIPO errijie-
MioJiorito, KJiHIYHUI mepebir, AiarHOCTUYHUI
AJITOPUTM BPOJIKEHUX TirepOinipybiHemiil.
Bpomskeni mopyienuss oOMiHy 6inipy6iHy
NPUIHATO KIacu(ikyBaTH HA CUHPOMMU:
e 3 IepeBaKAHHIM HenpsiMoi (pakiii 6iripy-
6iny (cunapom Kuiasbepa, Kpuriaepa—
Haiisapa, JTioci—/Ipickoswn);
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e 3 mepeBakaHHSAM HPsAMOl (pakiii 6inipy6i-
Hy (cunzapom Poropa, /labina—/IkoHcoHa).

B ocHOBI mmMx CUHIPOMIB JieXaTh HACTYIHI
MAaTOTeHeTUYHI MeXaHI3MU: MOPYIIEeHHST KOH ToTa-
il Y /IMD-riokypoHoBol kuciaotu 3 OinipybiHoM
(cungpom Kumbbepa, cungpom Kpurinepa—Haii-
spa, cuaapoM JItoci—/IpicKo, ;KOBTSHUIIA TPYAHO-
TO BUTO/IOBYBAHHS ), 1[0 TPU3BOINTE /10 BHYTPIlII-
HBOTIEYIHKOBOTO HAKOIWYEHHS HEKOH FOTOBAHOTO
6iyipy6iHy; HaJJIMIIKOBA €KCKpellist Oimipybiny
i3 TemaTonuTiB y KOBUHI KaHaJbII (CUHIPOM
Jab6ina—/[)xoHcoHa); KOH'IOrOBaHe IIOBTOPHE
noryHauHs 61ipy6iny (curapom Poropa) [1,2].

3 ycixX epepaxoBaHUX BUIIE CUHIPOMIB TiJTbKHI
cungpom Kpurnepa—Haitapa Mae mnepeBakHO
Ba)KKHUI 1repebir, 1 y yactuau (25%) HOBOHApPO-
JUKEHUX MOJKe MaTh HeCHPUSATIUBUN 1epebir
3 JeTaJIbHUMU Hacinkamu [3]. Pemrra cuaapomin
MatoTh J00POSIKICHUI mepebir i He CTaHOBJISATH
3arpo3u JKUTTIO TUTUHMI.

HesBakatoum Ha pi3Hi NmaroreHeTHYHi Mexa-
Hi3MU 1opyIeHb 06MiHy 6iipy6iHy, XBopi MaoTh
CXO’K1 KJIHIYHI cUMITOMU (KOBTSIHUII MIKipU
Ta CKJIEp) Ta BIiJICYTHICTh MaTOMOP(OIOTIIHUX
3MiH B nevinii. OCHOBHUMM KJTIHIYHMMH O3HAKa-
MU J0OPOsIKiCHUX TinepOintipybiHeMiii € HassBHICTD
MEPEMIZKHOTO 1KTEPUIHOTO 3a0apBJIEHHS MIKipu
Ta ckJjep, 6e3 cBepOiHHS MIKIpH, IHKOJN He3HaYHa
rermaToMeraiig, Bi4YTTS BaKKOCTI y IPaBOMY
migpebep’i, acrenoBereraTuBHUiT cubapoM [3,11].
Haituacrimnre ge6oTyiors y mybepraTHOMY mepioji
(67%), MaIOTh ayTOCOMHO-PEIIECUBHUI THIT yCITa-
KYBaHHS, BUSBJSIOTHCS TIEPEBAKHO Y XJIOMYMKIB
(1:7—1:9 3anexxHO BiJl peTioHY MPOKUBAHHS ).

3nauna nomupenicts (1:3000 — 1:20000) [3],
CIAIKOBUM aHaMHe3, KJIiHIYHA HAaCTOPOKEHICTh
i IOCTYTHICTH crenniyHuX TecTiB (y TOMY YHUCITi
MOJIEKYJITPHO-TEHETUYHOTO JIOCTI/IKEHHS) CIpH-
S10Th BYACHIM Bepudikaiii cIaKoBOl HEIPSMOI
rinep6isipybiHeMmii, y TO¥ Yac SIK y BUIIAJKY 3 TIPsI-
MOIO Tinep6iipy6iHeMi€I0 iCHY€E CKIIaIHICTD Y Mijl-
TBEPJUKEHH] JliarHO3y (BiZICYTHICTh OCTYITHUX
crenudiYHUX TECTiB, HEOOXIAHICTH IIPOBEIEHHS
MOPQOTICTOMOTIYHOTO TOCTiIKeHHS) [3].

Cunapom [labina—/Ixxoncona (C/ /1) Bmepiie
onucaunii y 1954 p. Dubin Ta cmiBaBrt. i Sprinz
Ta CIiBaBT., IKi TTOBIJIOMUJIN TIPO BUIIQ/IKU XPOHiY-
HOI PEIUANBHOI KOBTSIHUIL 3 YOPHUM 3a0apBJIeH-
HSM MEYiHKH 32 Bi/ICYTHOCTI iHIITMX O3HAK XPOHiy-
HOTO JU(Y3HOrO 3aXBOPIOBAHHS TeYiHKU [5].
DBispnricTh nali€eHTiB He MaOTh 1HIIUX CUMIITOMIB,
KpiM €Mi30/[iB Ba)kKOCTi y mpaBomy Tmiapebep'i,
IIBU/IKOI BTOMJIIOBAHOCTI Ta 3arajbHOI CJIa0KOCTi.
Touni pani nomupenocti C/I/l Bincytni. Haii-
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yacTtinie BUSBISETbCA Y IOIYJSAIIl ipaHChKUX
espeiB (1 Bunazox Ha 3000 HAceeHHSs ), 3 OTHAKO-
BOIO YacTOTO0 B 0cib 060x crareii [5].

Monexyngapaum mexanizmom CJIJ/[ € BimcyT-
HicTb 260 gediluT MyIbTUCIENN(IYHOrO OpraHiv-
HOTO  aHIOHHOTO  TpaHCIOpTepa  JIOAWHU
MRP2/cMOAT, BUKJIMKaHOTO TOMO3UTOTHOIO 200
CKJIJIHOIO TETEPO3UTOTHOIO MYTAIl€l0 B TeHi
ABCC2 (ID rena: 1244) na xpomocomi 10q24.
BisbmricTs MyTaltiii (IpoIrycKku Ta Jiesertii eK30HiB)
MPU3BOAATH /10 3yITUHKU KOJIOHIB Ta HETIOBHOIIiIH-
noi Tpanckpuniii MRP2 (puc.). Yasrpamikpo-
CKOMIYHO T[e MO)Ke BUSIBUTHUCH TPAHCIOKAIIISMA
MeMOpaH eHIOTJIa3MAaTUIHOTO PETHKYJIYMY Tera-
To1uTIB [6].

Cungpom  Jlabina—/[;)KkoHCcOHAa — 3a3BUYAil
1ebI0Ty€e y IOHAIIBKOMY Billi €Ii30aMu MOMipHOI
KOBTstHUIL. PiBHI GiipyGiHy MOXKYTH JOCSTATH
100 MKMOJIB/JI, TpsAMuUil Ginipy6GiH CTAaHOBHUTH
30-60%. Pinkicuum € C/I/] y nepiozni HOBOHApPO-
mkeHocTi. Onucano JuIle JeKiJbKa BUIIAJKIB.
Heonarampna dopma C/I/] BupisHgeTbca HasgBHI-
CTIO Ba)KKOTO CHUHIPOMY XOJecTady Ta 3HayHOI
rermatoMeranii i mMoTpeOye Me3iHTOKCUKAIIITHOI
teparii. [TigBuieHa BaXKKicTb y HOBOHAPO/[XKEHUX
MOSCHIOEThCS BUpaszHumu aedexktamu MRP2.
3 BIKOM Ba)KKiCTh €IMi30/[iB KOBTIHUIII TTOCTYTIOBO
saracae. /lanux 3 mpuBoy Baxkuoro nepebiry CJ1/1
y MailbOyTHbOMY y Takux jiteil Hemae [10].

Cungpom /[labina—/[;KoHCOHA TIEepeBaKHO He
noTpebye JiKyBaHHS. BogHouac BaKJIWBUM
€ BCTAHOBJICHHS TOYHOIO JiarHO3y, SIKUI € jiar-
HO30M-BUKJIIOUEHHAM IHIINX 3aXBOPIOBaHb Trela-
TOOiiapHOi cucTeMu. Y TaKMX XBOPUX, OKPIM
HiZBUIEHOrO PiBHSA OiipybiHy, HOPpMaJibHUMU
€ IHII TTOKA3HWKK MEYiHKOBUX P06 (aaHiHami-
HotpaHcdepasa, acnapraraminoTpancdepasa,
aykHa hocdaTasa, raMMarTyTaMigTpaHCIIENITHIA-
3a, THMOJIOBA 1po0a). B aHamisi cedi BUSBISIETHCS
HiIBUIIIEHHST PiBHSI ypoOiJiHy, HOPMaJibHi pPiBHI
KOTponopipuHiB, TTPOTe MAE MicIle TiBUTIEHHS
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Tabruys

AundepeHuitHo-giarHocTU4YHi ocob6nuBocTi cuHgpomy fabiHa—[O)KOHCOHa y AiTei

O3Haka

Cunppom Ja6iHa—[)x0oHCOHa

Cungpom PoTtopa

Bik nebioty

fOHaubkuin (nepeBaxHo 12—-20 pokiB), 3ycTpivalTbCA HEO-
HaTtanbHi hopMuK; 3 O4HAKOBOK 4aCTOTOL B OCi6 060X CTaTen

Monogwii (ctapie 15 pokis),
nepeBaXxHO Xnonymku (1:8)

He BusiBneHa

MyTauisi reHa MRP2/ABCC2
lMaToreHeTnyHi HeedekTnBHa exkckpeLis 6inipy6iHy
0cob6nmnBoCTi 3 renaTouuTiB Y XOBYHI KaHanbLj

3BOpPOTHE 3aXOMMEHHs renaToumTamm
KOH'toroBaHoro 6inipy6iHy

PisHi 6inipy6iHy

o 100 MKmonb/n
(npsimumin 30-60%)

[o 70 mkmonb/n
(npsimun 40-65%)

licTonoriyHi 3miHm MoponoriyHo iHTaKTHa. MopdonoriyHo
neyiHKu HakonuueHHs nirmeHTy iHTaKTHa
Konponopdipnhu 3aranbHuii piBeHb HOpManbHWA, 3ararnbHuii piBeHb
y ceui nigBuLLeHHs | opakuii NiaBULLIEHNIA

¢pakiii xkonporopdipuny I ta 3Hmkenus I11
dpakiii. Jannit MOKa3HUK € TaTOTHOMOHIUHUM,
ockinbku Komponopdipun I € merabomiuHuM
HOOIYHUM TIPOAYKTOM CHUHTE3y TeMa, a TaKOXK
ergorenanM cyocrparom MRP2, a orke piBenb
[Oro y KpoOBi Ta cedi 301JIBINYETHCS 32 HASTBHOCTI
nedexrnoro MRP2. TicTonoriune moctiizKeHHs
MeYyiHKM, Xoya i He € HeoOXiHUM IS BCTaHO-
BJICHHS J[IarHO3Y, MiITBEP/KYE /11arHO3 y CIIIPHUX
MUTAHHSAX 32 HAsBHOCTI 1HTEPKYPEHTHUX 3aXBO-
PIOBaHb, 1[0 MAIOTh BILJIMB Ha 0OMiH TIOP)IpUHIB —
BUSIBJISIE HASIBHICTh TEMHUX JII30COMAJIBHUX M€Jia-
HIHOBUX IIIC'MEHTHUX BIJIKJIQJEHb — <«TE€MHO-IIO-
KoJIajiHa Tiedinkay [8,9]. Mox/IuBUM € TeHOTHUITY-
BanHsg reHa ABCC2, mpore uepe3 3HaUHy BapTiCTh
BUKOPUCTAaHHS IbOTO MeToay obmeskene. [liar-
HOCTHYHI OCOOJIMBOCTI BPOJKEHUX TiepOimipy-
GiHeMill 3 mepeBaskaHHAM HpsAMoi (dpakiiii HaBe-
neri y tabuumi. [IporHo3 cUpUATIUBUN st
JKUTTS, 37I0POB'Sl; BOJHOYAC MallieHTaM HeOoOXi[HO
3 00epEeKHICTIO 3aCTOCOBYBATH IIPelapaTH eCTpo-
renis [3,11].

Hasopmmo BiacHe crmoctepekeHHS BUTAIKY
CI/l y nuTunm.

[Tamientka M., 2000 p. H., TocmiTamizoBaHa
y IlenTtp autsauoi renarosiorii 1Y «ITIAT HAMH
Yxkpainu» 6 rpyana 2017 poky 31 ckapramu Ha
nepioiuyHe TMOKOBTIHHS TIKIPHUX TOKPUBIB,
301/IbIIeHHST PIBHS 3arajbHOTO OLIipy6iny (mepe-
BaKHO 32 PaXyHOK TIPsIMOi (hpaxiiii) y bioximiuHo-
My aHamisi kposi. IIpsma rimep6imipybiHemis
Ta CHUHJPOM XOJIeCTa3y BUSIBJIEHI Iiie y Tepiofi
HOBOHapoKeHocTi. J[o 6-MicsiunoTO BiKY mepeby-
Bajla Ha CTalliOHApPHOMY JIKyBaHHI 3 JiarHO30M:
«BuyTpimaboyTpobHa iHbekIisa. BpomkeHuit
renatuT» (MakCUMaJbHI 3HAUYE€HHS 3arajbHOTO
6iipy6iny — 366,4 MkMouib/01). /IuTiHa obeTexe-
Ha Ha BipycHi renatutu B ta C, TORCH-inbexkIii —
aHaJi31 HeTaTUBHI. Y Billi 2-X POKiB BCTAHOBJIEHO
niarao3 «CMV-renatuts. [lepioguuno miaBuiny-
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BAJINCH PiBHI 3arasibHOTO OiTipy6iHy (MakCHMash-
Hi udpu 10 120 MKMOJIBb/JT) 32 paxXyHOK TIPSIMOTO
6iipy6iny (56%).

3 aHaMmHe3y SKUTTSl BiIOMO, 1[0 AWTHHA Bij
3-i BariTHOCTI, 2-X TI0JI0TIB, oHOIIeHa. [Ipu Hapo-
JUKEHHI BHUSIBJIEHO BPOJIKEHY BajJly PO3BUTKY
«Tpancro3utliga MaricTpaTbHUX CyAWH, AedeKT
MIKIIEPE/ICEPIHOI Ta MIKILITYHOYKOBOI MEPETUH-
KW, BIKpUTa apTepiajbHa IMPOTOKa, CyOAOp-
TajgbHull creno3». OnepoBana y Llentpi autsauoi
kapaioxipyprii y 2006 p., BuUKonana omepais
Jlexommra. IlepebOyBae mmim AucHaHCepHUM Har-
JISIIOM Y Kap/ioJjora 3a MiclleM TpPOKUBAaHHA.
Ha momeHT rocritasisaiiii AMTHHA KOMIIEHCOBaHA
110 CEPIIeBO-CYIMHHOMY 3aXBOPIOBAHHIO.

06 ‘exmueno. 3araJbHuil CTaH AUTUHU BigHOC-
HO 3a/10BLIbHMI. KiiHiuHI MposiBM acTeHOBereTa-
TUBHOTO cuHApoMy. /InTnHa akTBHA. CBiTOMICTH
30epeskena.  (DiswuHMil  PO3BUTOK  HUIKYE
cepe/Hboro (3a LEHTUJIBHUM METO/IOM), rapMo-
uiitawit. [Ikipa yrcra, 6J1i/10-posKeBa, cyXa, psICHO
BKpUTA JIACTOBUHHAM. Typrop Ta ejgacTUYHICTb
3a70BinbHi. Bugnmi cansosi 060JI0HKM 4YHCTI,
BoJiori. Ckyiepu cybikTepuyni. Jlimparuuni Bysim
3a rpynamu He 30isbineHi, 6e300JIiCHI TPH Majb-
narii. SI3uK BoJIOTMiA, YKCTHIA, 3 OIIUM Halapy-
BaHHAM Ot KopeHsi. Murganiuku He 30ijbIIeHi,
6e3 maTOJOriyHOTO cekpery. JluxaHHs depes
Hic BisbHe. JlereHi: MepKyTOPHO — SICHUU JieTeHe-
BUI 3BYK, ayCKyJIbTAaTUBHO — BE3UKYJSIPHE
nuxanHs. Cepiue: UHCC 98 yu/xB. Tonu 3ByuHi,
Ty4dHi, puT™M npaBuibHU. ['pybuii cucromivamii
ITyM TI0 BCiii TIOBEPXHI, MO MPOBOAUTHCS. AKIEHT
IT Tony nazx JereneBolo aprepiero. Mexi cepiis
Bipmosigaiors Biky. JKusit He 36iibInenuii y pos-
Mipax, y [iJSHIII MEUOBHUAHOTO BIIPOCTKA —
pyberb  Bizi KapaioxXipypriuHoro BTpPydYaHHSI.
[Teuinka He 36imbiiena. Kpaii medinku rocTpuii,
M'dKo-eacTdHOi KoHcucTentii. Cesie3inka He
nasbiryeTbes. Dizionoriyni BignmpaBieHHs: pery-
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JISIPHI, BUTIOPOKHEHHST KOPUYHEBOTO 3abapBiieH-
Hs, 0e3 MaTOJOTIYHWX JIOMIMIOK, O(OpMIIeHi,
CXWJIBHICTH 710 3aropiB. CevyoBUIIJIEHHS BiJIbHE,
ceya CBITJIA, [Iiype3 0CTATHIH.

BpaxoBytoun ckapru, aHaMHe3 3aXBOPIOBAHHS,
JIaHi IOCTIKeH S, B TJIaH AU(ePeHTIiinHoiI /liarHo-
CTHKM CHHIPOMY rinepOinipyOinemii 3a paxyHOK
npamoi ¢paxmii Braodeni C/I/[ Ta cunmpom
Poropa. /Indepenitiiiny aiarHOCTUKY TTPOBO/IAJIN
TAKOK 13 aBTOIMYHHUM Te€NaTUTOM, BIpYCHUMU
renatutaMmu B ta C (BpaxoByiouum IpOBe/leHHS
KapAioXipypriyHoro BTpy4aHHs), XBopo6oio Bijb-
cona—Konosasosa.

Y Hentpi auTsg4yoi TemaTosorii TpoBeneHe
KOMILJIEKCHE OOCTEKEeHHST. 3a Pe3yIbTaTaMt OTPH-
MaHMX JIAHWX: y 3arajJbHOMY aHaji3i KpoBi 3MiH
He BusiBjieHO (reMorsio6in 136 r/71, epurporuT —
4,34x10" /1 neiikoruru — 5,82x10° /71, TpOMOOITH-
1 — 253x10° /01, HIOE — 12 MM /rox); y Gioximiu-
HOMY aHami3i KpoBi — TrimepbimipybiHemis
(3araspuuii Ginmipy6in 33,0 MKMOJIb/J: TIpsiMa
dpakmig 20,0 MKMoJsb/N, HempsMa = —
13 MKMOJIb/JT), THIIUX TOPYIIEeHb HE BUSIBJIEHO
(AnAT — 18 on/n (nopma 8,0-40 on/m), AcAT —
16 ox/n (mopma 10—41 oz/:1), 3araibuuii GiIOK —
84,8 r/n (Hopma 60—80 r/11), THMOIOBA TTPOOA —
2,0 (nopma 110 4,0 oz1.).

Cxpuninr Ha BipycHi renatutu B ta C HeraTus-
HUM. AyTOAHTHUTIJI, XapaKTEPHUX JIJI aBTOIMYHHO-
ro rematuty (ANA, anti-LKM-1,anti-SMA),
He BUSABJEHO. PiBeHD 11epyJIoIIa3MiHy CUPOBATKHI
KpoBi HopmanpHuili — 35,23 wmr/mn (Hopma
22,0-61,00 mr/mn).

YbTpa3zByKoBe JIOCJIJIPKEHHSI OPTraHiB 4yepeB-
HOI TIOPOKHUHU: TediHKa 30ijblleHa B po3Mipax,
[I3P mpaBoi momi 124 mwm, ToBIMHA JIiBOI 01
58 MM, Kpaii OKpyIJIeHUl, KOHTYPHU PiBHi, YiTKi,
€XOTEeHHICTh TapeHXiMW He 3MiHeHa, CTPYKTypa
nudysHo HeoxHopinna. Ilpu pomnmiaepomerpii
CIIEKTP KPOBOTOKY y IIEUiHKOBUX BeHaX Tpbox(has-
Huii. IlopranbHa BeHa — 6e3 0COOJIUBOCTEIL.
/KoBuHmii Mixyp oBayibHOi (hopMHU, po3MipaMu
63x20 MM, cTiHKa yIliJbHeHa, He TOTOBIIEHA,
BMicT asexorenHuil. [ligmyaxkoBa 3aJsio3a
He 301/IbIIEeHa, eXOTeHHICTh TKAaHWHU HePiBHOMIp-
HO TiJIBUIIIEHA, CTPYKTYpa onHopigaHa. Cesesinka
B posmipax 116x43 MM, cTpykTypa 6e3 0co6JnuBO-
creii. Hupku posTainoBaHi THUIIOBO, OBaJIbHOI
dhopmu, KOHTYpH PiBHI, 4iTKi, He 30iJblIIeH], €X0-
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reHHicTp mapenximMu 3udaiina, YJIC momipHO
yuiisbHeHa. BisbHa pijinHa y uepeBHill MOPOKHUHI
He Bi3yasi3yerbcd. BucHOBKU: yJabTPa3BYKOBI
O3HaKM AU(Py3HUX 3MiH MMAPEHXIMU MEUiHKH, Peak-
TUBHUX 3MiH MapeHXiMU MiIIIJTYHKOBOI 3aJ1031.

[IpoBenena enacrorpadis MediHKM MeTOI0M
3CYBHOI XBWJIi: CepeHINl MOKAa3HUK eJIaCTUIHOCTI
(monynb skopetkocti) — 3,9 klla, mo Bignosigae
HOPMAaJIbHIN JKOPCTKOCTI MEeYiHKU.

Jloa Bepudikaiiii fiarHO3y MPOBENEHO aHAi3
nopdipunis ceui. Ilopdobininoren 0,8 wmr/n
(Hopma 110 2,0 mr/a), nopdipuau 61,0 Mr/mody
(nopma g0 100 wmr/moby): mopdipun I —
40 mr/moby (sopma mo 10 mr/moby), nopdipun
IIT — 12 mr/mo6y (Hopma 110 43 Mr/mo0y), eHTa-
nopdipus 6 mr/mnoby (Hopma 10 10 Mr/m00y), rek-
caropdipur 3 mr/mo0y (Hopma 10 5 Mr/mo6y).
3aKJI04eHHs: MiJBUIEHHS piBHSA NOpdipuHy
I ipu HOpMaTbHOMY PiBHI 3arajibHOr0 KOIIPOIIOP-
hipuny (marornomoniuna oznaka st C/1).

HocaigxerHs BUKOHaHI BiMIOBIAHO 0 MPUH-
nutmiB exbcinebkoi exsapartii. [TpoTokost goci-
JUKeHHd yxBajeHuil JIokaJTbHUM eTUUHUM KOMiTe-
tom (JIEK) Bcix 3a3HayeHux y poGOTi yCTaHOB.
Ha nposenenHs mociimkenb OyJ0 OTPUMAHO
noiHGopMoBaHy 3rojy 6aThbKiB IUTHHHU.

Ha ocHOBI poBeIeHOTO KOMITJIEKCHOTO 00CTe-
JKEHHs BCTaHOBJIeHO fiarHo3 «Cungpom [Jabina—
[xoncona». /lutuHa BuUNKcaHa 3i cTallioHapy
y 3aJI0BiJIbHOMY cTaHi. PexoMeH/0BaHO [0TpHU-
MaHHS Ji€TH Y Mexkax cToiy Ned, peskum mpaiti
Ta (I3UYHUX HaBaHTAKEHb, YPCOIE30KCUXOTIEeBA
kucaoTa Kypcamu o 500 mMr Bivi Ha pik, obepexk-
He BXKUBAaHHS IIPerapariB ecTporeny.

Takum umnom, HaBepenunin npukiaan CJL/I,
nonpu Horo MaHiecTyBaHHS y JAUTIYOMY Billi
(3 Tak 3BaHOI HeoHATATBHOI (HOPMU), MaB peMi-
TyIOunil mepebir momipHoi xoBTsiHuI. Kitouo-
BUMHM CHUMIITOMaMH, $Ki MOKYTb BKa3yBaTH
Ha CJI/I, € rinepbiyipybiHeMist 3a paxyHOK Ipsi-
Moi (pakiiii, MaHidecTalis y mybepraTHOMY Billi,
HasIBHICTh HEOHATAJIBHOT (DOPMH (K B OIMUCAHO-
My KJiHiuHOMY BuUnazaky). [las Bepudikarii
JiarHo3y HeoOXiaHe MPOBeAEHHs BU3HAYEHHS
piBHA KomporopdipuHy ceui 3 ¢paxmisMu 3a
HEMOKJIMBOCTI IIPOBE/IEHHSI MOJIEKYJIIPHO-TeHe-
THYHOTO OOCTEKEHHSI.

Aemopu 3a561510mb NPo GI0CYMHICTD KOHDIIK-
my inmepecis.
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HOBOCTH

Haiineno coenunenue, koropoe oka3anoch 3¢ dextus-
HbIM IIPOTUB YCTONYMBBIX K aHTUGHOTHKAM OaKTepHit
B 9KCIIEPUMEHTAX Ha Jab0PaTOPHbIX KMBOTHBIX

Tpynna nceaenosaresneii us CIIIA, Cunramnypa u Kuras
CHHTE3UPOBAJIA COEJAUHEHUE, KOTOPOE CIIOCOOHO GOPOThCs
C PSIZIOM TIATOTEHHBIX OAKTEPU, YCTONYMBBIX K CYIECTBYIO-
UM aHTUOUOTUKAM. Pe3yJibTaThl UCTIBITAHWH HA KYJIbTY-
pax KJIETOK U J1abOPATOPHBIX KUBOTHBIX CBUETETBCTBYIOT
0 TOM, UTO 9TO BEIECTBO HE TOKCHYHO 10 CPABHEHMUIO C IPY-
IUMU TIperapaTamMu, a Bo3Oyauresu 3a00/ieBaHust He BbIpa-
6aTbIBAIOT PE3UCTEHTHOCTh K Hemy. OO 3TOM roBOpUTCS
B mybsmkaru Nature Communications.

[Ipumenene aHTHOMOTUKOB B CBOE BPEMSI CTAJIO OJ[HUM
13 KPYNHEHIINX MPOPHIBOB B HCTOPUH MeauimHbl. OHu
3HAUMTEJIBHO 00Jserynyiu 60pb0y cO MHOTHME GOJIE3HIMU,
KOTOpBbI€ PaHbliie ObLIO CJI0KHO JIEUUTh WK BOOOIIE HEBO3-
MoskHO. Ho BriocsieictBun 6akrepuu BoipadaThIBaju yCTOL-
YUBOCTh K AHTHOMOTHKAM, U Te yKe ObUIM HE TaKUMU
acdexTrBHBIMU, a TO U BOBce He jelicTBoBasn. [losBis-
JIVICH HOBBIE TIOKOJICHUST aHTHOUOTHKOB, HO U K HUM OaKTe-
PUU CO BpeMeHeM BbIPabaThIBAIN PE3UCTEHTHOCTD.

ATy «TOHKY BOOPY/KEHUI» CTUMYJIPYET HEIIPABIIbHOE
UCIIOJIb30BaHKE aHTUOMOTUKOB, B YACTHOCTHU, MX MacCOBOE
pUMeHEHVEe B KUBOTHOBOICTBE. B pesysibraTe MOSIBUINCH
MITAMMBI OAKTEPHil, C KOTOPBIMU MOKHO GOPOTHCSI TOJIBKO
C TOMOIIBI0 <aHTHOUOTHKOB TIOCJAEAHEH JUHUMU», OYEHD
BPEHBIX JIJIsI OPraHU3Ma, a TAK/KE IITAMMbI, BOOOIIE HE YyB-
CTBUTEJIbHBIE K JI0OBIM aHTUOHOTHKAM. O HEKOTOPBIX yCIie-
XaX U CJIOKHOCTSIX, CBSI3aHHBIX C MOMCKOM HOBBIX aHTUOHO-
THKOB, «/lomy nnnosanuii» pacckasbias Eprenuit Kymum.

B ymomsinyTOoM wuccremoBanuu yuerble paborasiu
€ MOJIEKYJIOH, COIepKaIiell TyaHuIHOBbIE TPYIIbL. ['yanu-

JAWH KaK CWJIbHOE OCHOBaHHWE€ HWCIIOJIb3YIOT Jid JieHaTypa-

u GesikoB. VIHBIME CcJlOBaMH, OH CIIOCOOEH H3MEHSITH
CTPYKTYPY GEJIKOB TaKM 00Pa30M, YTO OHHU TEPSIOT CBOU
HOPMaJIbHbIE CBOUCTBA U (DyHKIINU.

AP heKTUBHOCTD COEIMHEHNS UCCIIeI0BATEH IIPOBEPU-

JIM Ha KyJbTypaX ISTU Pa3HbIX IATOTEHHBIX OaKTepHii,

B 4aCTHOCTU, CUHETHOMHOM 1MaJIouKN 1 30JI0TUCTOTO CTaq)I/I-

JIOKOKKa. YI[EUIOCI) BbISICHUTD, 9YTO MOJIEKYJIbI aKTUBHOI'O

BEIECTBA MOMAJIAI0T BHYTPh OakTepru Ge3 paspyIieHus ee
0060JI0YKH, 2 TaM JIEHATyPUPYIOT OEIKU IUTOTIa3Mb! (BHY-

TPEHHSISI CPe/la KJIETKU) U BbI3BIBAIOT rubesb OaKTepualib-

noit kierku. OKazanoch, 4To 3(hPEKTUBHOCTD COETUHEH U
B 60pbOe ¢ aTMu Buzamu Oakrepuii cocrasisier 99—100%.
B ombiTax ¢ 71a60pATOPHBIME MBIIIAME HOBOE BEIIECTBO
MOKA3aJI0 KaK MUHIMYM TaKyio ke 3¢ (heKTHBHOCTD IPOTUB
GakTepuaIbHbIX MH(MEKIIUIL, KAK U COBPEMEHHbIE aHTUOMO-

TUKHU, C KOTOPbIMU €TI0 CPaBHUBAJIN.

Kpowme Toro, uccienoBaresivt IpoBePUIN TOKCUYHOCTD
BEIllecTBa Ha KJeTKaX dMOPHOHAJIbHBIX MOYEK YesJOBeKa.
Oxazanock, YTO OHO MeHee TOKCUYHO, YeM 3(DheKTUBHBIN
AHTUOVOTHK TIOMTUMUKCHH B, KOTOPBIN HETaTUBHO BJIUSIET
Ha TIOYKH.

HakoHerr, yyeHbie mpoBepuIIn, He BO3HUKAET JIU CO Bpe-
MeHeM y GakTepuii Pe3UCTEHTHOCTh K HOBOMY BELICCTBY.
Boisicuuiiocs, uto 3a 30 MOKOJIEHUIT 5TOTO HE MTPOUCXO/IUT.
B TO ke BpeMsl B KOHTPOJHHOM HKCIIEPUMEHTE GaKTepHn
BbIPAOOTAIN PE3UCTEHTHOCTh K aHTHMOMOTHKY B TeYeHHe
BOCBMHU ITOKOJIEHUIA.

Cuietyer OTMETHUTD, UTO JIasKe eCJIM Ha OCHOBE 3TOTO COe-

JIMHEHUST YIACTCS CO3/[aTh KOMMEPYECKUIl Ipenapar, 3To

pou30iijieT He paHee yeM yepe3 10—15 ser.

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