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TO THE QUESTION OF MODERN DIAGNOSIS AND DEFERENTIAL
DIAGNOSIS OF SEVERE DERMATOSES: TOXIC EPIDERMAL
NECROLYSIS AND STEVEN-JOHNSON SYNDROME
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Abstract: Recognition of the clinical presentation, correct diagnosis, and differential diagnosis of
toxic epidermal necrolysis (TEN) and Steven-Johnson syndrome (SJS) is important due to the rarity
of these syndromes and severe life-threatening outcomes. In most cases, the underlying etiology of
TEN and SJS is adverse reaction to medication. Diagnosis in the first days of presentation is
complicated and reliable laboratory markers are absent. Correct early diagnosis and differential
diagnosis are important for hospitalization admission, treatment, life expectancy and subsequent
sequelae.

Keywords: toxic epidermal necrolysis, Steven-Johnson syndrome, diagnosis, differential diagnosis,
drugs.

Beryn. Panime Oyno omucaHo Baxky ¢Gopmy OaratoopmMHOi €KCyAaTHBHOI
eputemu (BEE). CydacHi AOCHIAHUKYA BKa3ylOTh, IO TepMiH «Benuka ¢popma BEE»
ciig BukopuctoByBaTu il BEE, 1moB’s3aHOi 3 ypaXXeHHSMH CIM30BUX OOOJOHOK 1
3araibHuMu cumnTomamu, ane He misa onucy CCJl, tomy CCJl 1 «Benuka dopma
BEE» € okpemumu kiiHivHMMEU 3axBoproBanHsMu [1-3]. Cymepeuku g0BKONA 1UX
JIepMaTo3iB 1HTEHCHUBHO BeJacsi B JAPYTid MOJOBHMHI MHHYJIOTO CTOMTTA [4-6].
IMonanemmi pociimkenns bBEE, CCJl, TEH npuBemu no knacudikamii 1ux cTaHiB, sKa
BpaxoBYyBaJIa KJIIHIYHY KapTHUHY Ta IUIONIY YPaXEHOI emifepMalbHUM HEKPOJIi30M
mkipu [7]. [Momyk npuunn TEH, CCJl, BEE Bu3HauuB, 1110 BOHH PO3BHBAIOTHCS
nicis npuiomy Jkapchbkux 3aco0iB (JI3) — cepeanukiB abo/Ta iHOEKIIHHUX XBOPOO,
3 IPUBOAY AKUX JI3 mpuitMaroThCs, JEKOIH Y BETUKIHN KIJTBKOCTI BIJl TPHOX — JIO T’ SITH
onnovacHo. [Ipu BuBuenni TEH OyB BimokpemieHuit cradiliIoOKOKOBHI CHHIPOM
«obBapenoi» mkipu (CCOIL), skuil yacTimie pO3BUBAETHCA y JIITEH 1 PIAKO Y
JOPOCTUX Ta BUSHAYCHHUH €TiONOTTYHNI YHHHUK JaHOo1 HO30JIoTii [2, 8, 9].

[logo marorene3y, TO BKa3zyBaldu Ha MyJbTH(akTOpianbHui xapaktep TEH.
OcTaHHIM YacoM BaXJIUBY pOJib HAJAIOTh CHAJAKOBUM (akTtopaMm B €TIONOTIl 1
natoreHesi xBopo0O [10, 11]. JToBeaeHo o 50 % YHMHHHUKIB HECTIPHUSTINBOI BiIOBIII
Ha Bci (apmakosioriyHi BiacTUBOCTI JI3 BHU3HA4YalOThCA caMe€ TEHETUYHUMU
(bakTopamu, 0COOJIUBO y MAIIEHTIB 3 TCHOTHIIOM «ITOBLIBHUX MeTabosi3aTopisy [12 -
18].

Busnaduena mpoBigHa poiib alepriyHUX peakiii 3a ydactio T-miMdonuriB Ta
nimpokunaie mpu TEH. BuBwaioTe 2 nuisxu po3BUTKY amnmomnTo3ly Oa3zalbHUX
KEPaTUHOITUTIB:

*¢  30BHImHIN Fas-iHayKoBaHMI (32 yUaCTIO PELENTOpPIB);



¢  BHyTpIHIA — nepdopuH/TpaH3uM-0IIOCepeaKOBaHUM (BJIaCHHI, 3a YyYacTiO
MITOXOHIPIH).

['panyni3uH € HaiBaxiIMBUM MenmiaTopoM amontosy [19], kpim Toro mikapi
BKa3ytoTh Ha TH®-anbda, mirana Fas/Fas [20], nepdopun/rpansum B ta rpanyi3uH.
[TpuyoMy piBeHB rpaHyJli3WHA y PiUHI MY3HPIB KOPEIIOE 3 BAXKKICTIO XBopoOu [21].
ImyHOmaToreHe3 € CKJIagHUM, Cy4YacHI IOCHIAHHKU PO3TISAAIOTh TPH TIMOTE3U
akTuBarii T-KIITHH Ta BKa3ylOTh Ha HEOOXITHICTh MOMAIBIINX 3YCHJIb B JAHOMY
HanpsMky[23].

Kuniniyai nposiBu, audepenmiiina miarnoctuka TEH, CCJ Oynu mokiagHO
HaAMH BHBYEHI Ta BHUCBITJCHI B Hamii po0OoTi [2], mpu LbOMY IOCIIIKEHHS
POBOJATHCA 1 B TenepimHiid yac. CydacHi KIHIYHI CIIOCTEPEKEHHS MIATBEPIKYIOTh
BaXKUI 3arajibHUN CTaH, BTATHEHHS BHYTPIIIHIX OpPraHiB Ta CTPIMKUN PO3BUTOK
YpaXeHHs CIM30BUX OOOJIOHOK Ta IIKIpU 3 €HiiepMalbHUM HEKpPOJI30M, IO
BAXKJIMBO ISl PAHHBOI JIarHOCTUKYU Ta AUQPEPEHIiitHOI AlarHOCTUKH. [IpononytoTees
aJTOPUTMH JIJIsl TOKPAILEHHS 11arHOCTUKHU Ta nporHo3yBanHs nepediry TEH, CC/I.

Meta. BuBuntu cy4yacHHMi CTaH IIOAO JAIarHOCTHKH, KIIHIKH, AU(EPEHIINHOT
J1arHOCTHKY Ta MEPCIEKTUB MPOTHO3YBAaHHS PO3BUTKY MOTEHIIHHO HEOE3MEUHUX IS
KUTTSA 1 370poB’s nmarfieHTiB 3axBoproBanb — CCJI, TEH.

Marepiaa ta meroam. /)11 TOCATHEHHS MOCTaBJICHOI METH HaMH IPOBEIACHO
MONIYK T4 BUBYEHO JIOCTYIIHI BITUM3HSIHI Ta 3aKOPJIOHHI HAYKOBI JIITEpATypHI, TOOTO
JoKepena, sIKi TOPKAalThCS OCTaHHIX pe3yJbTaTiB y BUBYEHH! KJIIHIYHUX TPOSBIB,
JTIarHOCTUKH 1 JU(EpeHIHHOT J1arHOCTUKM ITUX TOTSHIIMHO CMEpPTEJIbHUX
3aXBOPIOBAHb.

3acTocoBaHo MeToau 6i0miorpadiyHuid, CEeMAaHTUIHUN, CTATUCTUYHHM, a TAKOXK
OTMKMCOBOT'O MOJICIFOBAHHS 1 CHCTEMHOTO ITiJIXOTY.

Hocnimxenuss € ¢parMeHTOM HAayKOBO-JOCHIIHUIIbKOI pobdotn T30B
«JIbBIBCHKMI MEIMYHUM IHCTUTYT» 32 TEMOIO «Y JOCKOHAJIIEHHSI CUCTEMHU OOITY JIIKIB
i yac ¢dapMakoTeparnii Ha 3acajax JI0Ka30BOi 1 CyA0BOi ¢apmarllii, oprasizaiiii,
TEXHOJIOT1i, O10(hapMalii Ta (papMalleBTUYHOTO MpaBa» (HOMEp AEep>KaBHOI peecTparlii
01200105348 tepmin Bukonanus 2021 -2026).

Pe3yabTaTtn Ta ix 00rosopenHns. Tokcuunuii enigepmanbauil Hekpoii3 (TEH)
abo cunapom Jlaiemna (CJI) —Bmepme ommcaB anrmiiicbkuii aepmaronor A.Lyell
1956 p., sxuii i HasBaB Horo Toxic epidermal necrolysis (TEN) (1). Cuampom
CriBenca -Jlxoncona (CCJ) Stevens — Jonson Syndrom (SJS) - OyB omnucaHwmii
amepukancbkumu neniarpamu M.A. Stevens ta F.C. Jonson y 1922 p. mix Ha3BOIO
«Benmuka OararoopmMHa eKcyaaTMBHA eputema». HeoOximHO Bkazatu, IO
®epnunann ¢on ['edbpa (1860 p.) Boepiie Bu3HAUMB OaraToOpMHY E€KCYIATUBHY
eputemy (BEE), sk ypaxeHHs MIKipu Ta CIU30BHX 00OJIOHOK 1 HABIB MpPUTAMaHHI T
XapaKTEpHI ypaKEHHS WIKIpU — HAOPSAKII «MIMICHENOI0H1» BOTHUINA (CUMIITOM
«BOJIOBOTO OKa» abo «ipuc-cummnTom»). B Toit ke uvac ['eOpa He ommcaB Hi
MPOAPOMATBHOTO MEPiOy, Hi YpakeHb CIIM30BUX O0OJIOHOK, aJie BCTAHOBHUB, IIIO IISH
cTaH OyB pPEIUUBHUM.

Cnin Bkazatu, mo y 1950 p. bepnapa Tomac po3auidB MO KJIiHIYHUM MPOsIBaM
BEE na «Benuky ¢opmy BEE» Ta «many dopmy BEE» Gepyui 1o yBaru BaxKiCTb
3arajlbHOTO CTaHy XBOPOTO Ta YPaXKCHHs CIIM30BUX 000J0HOK [2]. BiH BBaxas, 1110
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XBOpoOa 3 XapaKTepHUMH BHUCHIIAMU Ha MIKIpi 0e3 3arajbHOi 1HTOKCHKAIll Ta 0e3
TSOKKOTO ypaXXEHHsSI CIM30BHX OOOJOHOK € «manoio» ¢opmoro BEE», a Tsokkuit
HEKPO3 CIM30BUX OOOJOHOK 3 MIKIpHUMH BHcuriamu, nofionnmu BEE — «Benukoio»
dbopmoro 3axBOprOBaHHS. 3 TOro 4yacy BusHaueHHs BEE Oyno cymepewimBum, meski
aBTopu, ocobmuBo B CIIA, BBaxanu, mo «Benuka Gopma BEE» Bkitouae cunapom
CriBenca-J/[>xoncona. OmHaK, Cy4acHI HAyKOBIIl TMEPEKOHIWBO CTBEPKYIOTh, IO
TepmiH «Mmana popma BEE» cmig 306epertu 3a xBopoboro, siky Brepiie omnuca .
I'ebpa, a Tepmin «Benuka ¢opma BEE» cnin BukopucroByBatu 1t BEE, noB’s3aHoi
3 YpaXEHHSIMU CIIM30BUX OOOJIOHOK 1 3araJIbHUMH CUMIITOMaMH, ajieé HE JJIs OIHUCY
CCUH, tomy CCJI 1 «Benuka popma BEE» € okpemumu KIiHIYHUMU 3aXBOPIOBaHHSIMU
[3].

B munynomy Garato aBTopiB BkazyBanu Ha eaHicTh TEH 1 CCJI Ta po3risganu
ix six arunoBi popmu BEE [4, 5]. [Hui BYeHI migKpecarOBaIyd AOCTATHICTh YiTKUX 1
CBOEPIJIHUX KIIIHIYHUX O3HAK, SIKI JIO3BOJSIOTH 1X BIJOKPEMIIIOBATU Ta MPOBOJUTHU
ajJickBaTHy (apmakotepamiro 1 npodimaktuky [6]. [Ipobiema momo egHoCcTi abo
Bimokpeminenocti BEE, CCJl, TEH Oyna Bupimena y 1993 p., xomm rpymnoro
ekcrepTiB Oyyia 3ampornoHOBaHa KiacHQikalis IUX CTaHIB, sKa BpaxoByBaja
KJIIHIYHY KapTHHY, IUIONly YPaKEHOI emiAepMallbHUM HEKpOJ30M MKipu. Tak,
3aJIKHO BiJl TUIONII BiAMIApyBaHHS €MiICPMICY BiI JEpMU PO3PI3HSIIOTH [7]:
> CCJl — BimmapyBanHs enigepMicy He Oinbiie 10% noBepxHi Tina;

»  Ilepeximny ¢opmy CCJI/TEH («overlap» TEN/SJS) -—BimmapysanHs
enigepMmicy Big 10% mo 30% moBepxHi Tija;

> TEH (cunapowm Jlaitenna) — BiamiapyBanHs enigepmicy ouibiine 30% moBepxHi
Tija.

3aznaunmo, mo TEH ta CCJl — Baxki, yacto (aTanabHl 3aXBOPIOBAHHS, SKi
XapaKTEePU3yIOThCS MOLIUPEHUM YPaXXEHHSIM IIKIPU 3 eMiJepMaJIbHUM HEKPO30M, Ta
TSYKKOIO MOPA3KOI0 CIM30BUX OOOJOHOK Ta BHYTPIIIHIX OPraHiB, sIKI BUHUKAIOTh, SIK
peakiiss TIABULIEHOI YyTJIMBOCTI Ha pi3HOMaHITHI uuHHUKM. [lle panime,
minkpecmoBasin, mo TEH, CCJl, BEE wacto po3BuBatoTbes micisi mpuiiomy JI3-
CepelHUKIB abo/Ta 1H(EKUIHHUX XBOPOO, 3 MPUBOAY SAKUX BOHU NPUUMArOTHCA,
JIEKOJIM Y BEJIMKIN KUIBKOCTI BIJ TPHOX — JO II'SITM OAHOYACHO. Big3Hayanu myckoBy
poub JI3-cepenuukiB npu TEH y nopociux, 0coOJMBO 3a HASIBHOCTI Y HUX «(HOHOBUX
CTaHIB» — XPOHIYHMX 3aXBOPIOBaHb (OHKOJIOTIYHUX, AaBTOIMyHHHUX XBOPOO),
npodeciitHoi cencubimizalii, imyHoaedinutaux cranis, BUI/CHI/I-y [2, 8].

CydacHi HAyKOBIIl TaKOX 10 TPUTEpHUX (AKTOPIB BIMHOCATH: 1HQEKIIIHHO-
anepriiiHi —0aKTepialibHi, BIpyCHI, Tapa3uTapHi Ta TOKCUKO-JICPTiiiHI YMHHUKY — JI3,
Xap4oBl TPOAYKTH, MOOyTOBi ximiuHi peareHtn Tomo [9]. Ilpu HeMOKIHMBOCTI
BCTAHOBUTHU «BUHYBATIISH» XBOPOOM — TOBOPATH MPO 1AIOMATHYHUNA XapakTep
3aXBOPIOBAHHS.

OcTaHHIM YacoOM Ba}JIMBY pOJib HA/Ial0Th CHAAKOBUM (pakToOpaMm B €TIOJIOTII i
naTtorenesi xsopo©6 [10, 11].

Ha cyuacHoMy piBHi 3HaHb BBaxawoTh, mo CCJI], CCA/TEH, TEH wmaroTh
€IMHY TATO(i310J0T1I0, MPUYOMY, MPU BUSBICHHI MiJ03pU HA MEAMKAMEHTO3HO
OOyMOBJIEHHI XapakTep NAaTOJIOTIi, MIJKPECIIOITh BaXXJIUBICTh POJM BIUIUBY
FeHEeTUYHUX MyTalii TeHiB (epMeHTiB, sKi OepyTh ydacTb y Mertabomizmi JI3,
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0COOJIMBO MPUAUISIOTH YBary MIKpOCOMaJIbHUMHU (hepMEHTaMHU, SIK1 JJOKaIi3yIOThCS Y
IMIaJICHbKOMY €HJOIIa3MaTUYHOMY PETHUKYJIyMi, B HOro MIKpOCOMAaNIbHINA (PpaKiiii.
Hoseneno mo 50% 4YMHHUKIB HecHpuATANBOi BiamoBial Ha JI3 Bcix rpym:
HoMmeHknarypHo-npaBoBux (HIID), xmacudikamiiino-npaBosux (KIII') Ta xmiHiko-
dapmakosoriuaux rpyn (K®I') — BH3HA4arOThCA caMe TEHETHYHHMH (PaKTOPaMH.
BkasyroTh, mo mBuakicte OioTpancdopmarii JI3 1 gerokcukamis JI3 BaximBa
nepexymoBa MoxinBoro pusuky po3sutky CCJ/TEH a6o TEH npu npuiiomi came
JI3 mposoHroBaHoi Ail 3 TpUBAJIMM IEPIOAOM eiMIHAIl, OCOOJUBO Yy MAIlIE€HTIB 3
TEHOTHUIIOM «IIOBUIBHUX MeTaboJi3aTopiB» [12].

Haiibinpmr  mommpeHeHuid  momiMopdizM  alleTbHUX ~ BaplaHTIB — T'€Ha
MIKPOCOMAJIBHOT OKHCJIIOBAJIBHOI cHUCTeMH IuToxpoma P450, #oro i3odepmeHT
CYP2D6 (posramoBanuii y ausHii 22q13.1) 6epe ydacts y mMeradoi3Mi OubIe
ik 20% JI3-cepennukis, B Toi yac sk 10% eBpormeiiiiiB MatoTh el 1eeKTHUM rex.
BceranoBnieHnid iTKIA KOpeIsiiiiHa 3B’ 130K MK BaXKKUMU IIKIPHUMHU PEAKIISIMU 11O
cucteMi mroAckkux aHtureHiB rictocyMicHocti (HLA) ta CCI/TEH cepen pi3zHux
eTHIYHUX rpyn. Tak ogaum 3 ¢penorumnis € anenb HLA-B-1502, ska nigsuitye pusuk
CCI/TEH cepen xuTaiilliB npu npuiiomMi kapbamaszeniny, mo OyJio BiIOOpaKeHO B
pPEKOMEHJalIAX, A€ BKa3aHO HE IMPHU3HAYaTH JIKyBaHHsS KapOamazemHoOM 0co0am
JaHOTO €THOCY, mo3uTuBHUX 32 HLA-B-1502, pe3ynpTaTtoM 4yoro, ctamo 3HUKCHHS
CCI/TEH y nanux oci6. KoHcTaTOBaHO 3aJIEKHICTh Mk Ba)KKICTIO IIKIPHOI peakli
npu npuiiomi anomypinony ta HLA-B-5801 [2, 13, 14]. Bigmiueno, 1mo TEH,
BUKJIMKAHUNA OKCHKaMOM, YacTillle crocTepiraBcst y ocid 3 denotunom A-2 ta B-12
[15], a xonu «migo3proBaHMMY» MpemapaTtoM OYyB Cyjb(aHiIaMmia, TO BiAMIYaaH Y
OimbIiocTi xBopux (henorun A-29+B-12 ta B-12+DR7 [16]. V He3MiHeHOMY BUTJISII
HUpKaMHu BUBOAMTHCS Onmm3bko 25 % KP. Ha ximiuai Ta ¢i3uko-XiMivHi
MepeTBOpeHHsT abo  OioTpanchopmariio KCEHOOIOTHKIB 332  JIOTIOMOTOIO
BHYTPIIIHBOKIITHHHUX (EPMEHTIB NpUINANae 3HAYHUM BIACOTOK emimiHamii JI3:
MeTaboii3M 3a gonomoro CYP3A4 — 30 %; CYP2D6 — 20%; CYP2C9/19 — 10%;
rimokyporizaiis — 10%; inmi Bapiantd — 5% [17]. BpaxoByrouu, mo ocoOJuBOCTI
peakIiii opraHiamMy Ha JIKapChKi 3ac00u 3aiexaTh BiJ reHeTuuHuX (aktopis Big 20%
10 95% Ta 119 cmagkoBa JeTEpPMIHAHTA 3AIHINAETHCS TMOCTIHHOIO MPOTITOM YCHhOTO
KUTTS JIFOJUHU, CTa€ BAXKIMBUM CKPUHIHT mMalieHTiB mo cuctremi HLA, nns
3ano0iraHHs BaXXKUX HeOakaHUX HacaiAkiB JI3-cepeqHuUKIB.

Hamu 3a nepiog 1976-1995 p.p. Oynu BuBueni 33 sumanku TEH, 17 — CC/, 15
— BEE (2). B Vkpaini mpotsrom 1996-2006 p.p. BigguioMm (apMakoIoTiuHOTO
Harsiny JlepskaBHoro ¢gapmakosorignoro nentpy MO3 Vkpainu 3apeectpoBano 12
BUMANKIB cuHApoMy Jlaifemna, skuii 1ie pa3 3BEpHYB yBary, Ha T€ IO ICHYIOTH
moOiuni peakmii JI3 Ta, mo HalexHa SAKICTh, €(OEKTHUBHICTH 1 OE3IMECUHICTH
mpernapariB He € aOCONIOTHOIO TapaHTIEI0 TOTOo, M0 MPOBEeAeHHS (papmakoTeparrii
HE MaTUMe HecnpusATAUBUX (MOOIYHMX edekTiB) HacaiAkiB. OCTaHHI 3yMOBJEHI
(hapMaKoJIOTIYHUMH BIACTUBOCTSMHU Ait04uoi peuyoBuHM JI3 (ab0 piBeHBb B3aeMOJIii)
a00 0COOJIMBOCTSIMU BIJIIIOBiI OpraHi3My Ha ioro BBeneHHs [18].

Pozutok TEH 3 iMyHHUM ypaKeHHSM opraHi3my 3a ydacTio T-mM¢oiuTiB Ta
JiMQOKHHIB OyJI0 MiIKpecieHo B Hammi poOoti [2]. Ha cyyacHOMy piBHI 3HaHb
BBAXAIOTh, 1110 111 XBOPOOU MaIOTh €IMHY MaTO(]Pi310JI0T1I0, KA € CKIATHOIO.
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VVVY

OcraHH1 JeTajibHI HAyKOB1 JOCIIIPKEHHS JOBOAATH, 1110 3MIHEHUN MeTa00I13M
JI3 iHilil0O€ UUTOTOKCHMYHI peakiii B KepaTHHOUMTaX Ha aHTurenu JI3, ski
orocepeaKoBaHi T-KITIiTHHAMH.

B cydacHux yMoBax BHBYAIOTh 2 NUISXM PO3BUTKY amonTo3y Oa3aibHHUX
KEePaTHHOIUTIB:

®30BHIIIHIN Fas-iHAyKOBaHUM (32 y4acTIO PEIENTOPIB);
®BHYTpIIIHIA — neppopuH/TpaH3UM-OIIOCePEAKOBAaHUI  (BIaCHUM, 3a  ydYacTio
MITOXOH/PIN).

Tak, omyOmikoBani mgaHi [19] mpo moOMIKOMKEHHS MeMOpaH KIITHHHHX
MITOXOH/IpIfi TOKCUYHUM €(PEKTOPHUM MIKMEMOpaHUM OUTKOM 3 (hepMEHTATHUBHOIO
aKTUBHICTIO — TPaHyJi3UHOM, IO BHBUIbHIOETbCA T-kinepamu. Paxyrots, 110
TPaHyJII3UH € HaWBKIMBHM MEAIaTOPOM amomTo3y. Fas-pementop moB’SI3y€ThCS 3
Fas-nmiranmom 3 rpynu Tymop Hekpotuszyroudoro ¢akropa (TH®) Ta 3amyckae
KACKaJHy PEaKIlilo aKTUBAIlll Kacla3 BCepeInHI KIITHHU Ta ii 3aru0es.

MOXJIMBUMHM TOJIOBHUMH MEIIaTOpaMH, SIKI MPUHAMAIOTh y4acThb B amoNTO31
keparunonutiB npu CCJI/TEH nHa choroani BBaxaroTh [20]: TH®-anbda, mirana
Fas/Fas [20], nepdopun/rpansum B ta rpanymnizud. [Ipuuomy piBeHb rpaHysi3uHa y
piMHI Ty3HUPIB KOPENIOE 3 BAXKKICTIO XBopoOu marieHta [21]. B cupoBatii Kposi
xBopux CJI/TEH Takoxx BUSBISIU MpsSMY KOPEINAIIIO 3 Ba)XXKICTIO XBOPOOH OO0
piBHIB rpanyiizuHa Ta 1JI-15 [22].

[TocniioBHICTh IPOrPAMOBAHOI 3aruOesi KEPATUHOIIMTIB SBJISIE COOOI0: PO3MajT
KJIITUH HAa OKpeMl afnoNnTOTHYHI (parMeHTH, MO OOMEXKEHI IUIa3MaTHYHOIO
MeMOpaHoto, AKI MBHAKO (harolUTyIOThCsl Makpodaram, 0e3 3amanbHOi peakuii B
nepmi («aepmanbHe MOBYaHHs»). BuBYeHa poib HEKponTo3y abo MpOorpamoBaHOrO
HEKpO3y, SKUU crpusie 3arubeilli KEpaTUHOLMTIB, 110 Ma€ JIIarHOCTUYHI,
MPOTHOCTUYHI HACHiAKU. [MyHOmaToreHe3 € CKJIAgHUM, CY4YacHl JOCIIIHUKHU
pO3TISAAl0Th TPU TIMOTE3W aKTuBalii T-KJIITHH: MOJENb TanTeH/NPOTanTeH;
KOHIIEMIIi10 (hapMaKoJIOTiyHOT B3aEMO/Iii, MOJIENb 3MiHeHOTO TienTuaa [23].

CyuacHl KIIHIYHI JOCIIKEHHS, 1m0 IpoBoasaThes BueHnMu CIIIA mokazanm,
o piBeHb 3axBoproBaHocTi TEH cranoButh Bim 1,58 mo 2,26 BUMAAKiB Ha OJWH
MUIBHOH HaceneHHs, ane 3aranpHa nomupenicte CCJH, CCI/TEH, TEH
3aIIMIIAETHCS HEesACHOI0. [lompu HU3BKHMIT pPIBEHb 3aXBOPIOBAHOCTI Ta JIETaJbHUX
BUMNAAKIB 3anumraeTbesi Bucokorw mpu CCJ — 4,8%-9%, CC/TEH — 19,4%-29,0%
ta pu TEH — 14,8%-48,0%, Ha 1m0 BIuiMBae MOXWiIMK Bik mroguHu (Oinbiae 70
POKIB) Ta CYMyTHI 3aXBOPIOBAHHS, IO MAarlOTh NPUYUHHO-HACIIAKOBI 3B’SI3KH 13
OUTBIIICTIO JICTATBHUX BHUIAJKIB [2, 23].

Kninika TEH ckpynynbo3HO Oyjia BUBYEHA Ta OMNKMCaHa HAMU Ha BIACHOMY
Marepiaii, /1€ MM HaBeJM CTPIMKY LHMKIIYHICTh Y KIIHIYHOMY Mmepediry, sKy
oAV Ha 4 mepioau, a came [2]:

JIATCHTHUH,

MOYaTKy XBOpOOH;

PO3TOPHYTHUX KIIIHIYHUX TPOSIBIB;
PEKOHBAJIECIICHIIIT - TIPY OJy>KaHHI.

[Ipu ormsim miTepaTypu 3a OCTaHHI POKM MH BIEBHWIWCA, IO B KJIITHIYHOMY
nepe6iry TEH 3min He criocTepiranocs [23, 24].
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[Touatky 3axBOpIOBaHHS NepeAye npuitoM HeoOxiaHuX JI3 3 mpUBOIY SAKOTOCh
«(pOHOBOTO» CTaHy.

Yepes 1-12 gniB,a aexonu d4epe3 8 TIKHIB MOYHMHAETHCSA MPOIPOMATIHHHIMA
nepiof, KU HeMae CHelU(pIYHUX O3HAK: 3arajibHa CJIa0KICTh, JIMXOMaHKa, OlIb B
ropii, Kaimienb, OuUTh Cyrjo0iB, M’s31B, KEPaTOKOH IOHKTHBIT, MPOHOC Tomo. Jlam
pisko mimHiMaeThecs Temmeparypa a0 38-39° C, moripuryeTscst 3araibHUl CTaH Ta
HACTyla€e ypaKCHHS CIM30BUX OOOJOHOK, OuLTh mmiKipu (cummToM beapa), medis,
CBEpOIK Ta YpaKCHHs, sSIKE MPOCYBAETHCS 3 OOJUYYS HAa BEPXHI KIHIIBKU Ta TYJyO.
3MIHM IIKIpU MPOSBIAIOTHCSA  IUIAIMAMH, €PUTEMOIO,  KIPOMOAIOHMMH  abo
CKapJaTUHOMOAIOHUMH, YPTUKApONOAIOHUMH PSICHUMH €JIeMEHTaMH, BE3UKYyJIaMH,
My3UPSIMU, TUIOCKUMH «MIIICHIMID.

B mnepioai po3ropHyTHX KJIIHIYHUX MPOSBIB HAa JU(PY3HOMY €pUTEMATO3HOMY
¢dboH1 (GopMyIOThCA 37IMBHI MIISIBI, TOHKOCTIHHI BE3UKYJU Ta Iy3HPI 3 CEPO3HUM
BMICTOM, SIKI IIBHUJIKO 3JIMBAlOThCS Ta BCKpuBaroThbed. Cummnrom Hikosbcbkoro,
AcOo-I"aH3eHa pi3KO MO3UTUBHI SIK Ha YPaKEHii, Tak 1 Ha BUIJIAJ 340POBIN MLIKII;
CUMIITOM «MOKpOi OUIM3HM~ ab0 «BOJOroro MNamipoOCHOrO NamipUs», CUMITOM
«rpyu» lllexknakoBa MO3WUTUBHI, €MIAEPMIC BIITOPraeTbCs BIJ J€PMU Ta BUIHO
BEJIMKI €pO30BaHl IUIOWIl Tia 3 OOpuMBKaMu enifepmica («eniaepMalbHHMA
KOBMIpelb»). OJHOYaCHO TSIKKO ypakeH1 CIM30B1 OOOJOHKU OYeH, CeYO-CTaTEeBUX
oprasiB, HOca, I'y0, pOTOBOI MOPOKHUHHU, TopTaHl. Kpim MIKIpH 1 CAM30BUX 000JIOHOK
MOKJIMBO YPaKCHHS TIOXITHUX IIKIPU: BUMAAIHHS BOJIOCCA, OpiB, Biid, BIAXOIKECHHS
HITTHOBUX IJIACTMHOK. 3arajlbHUM CTaH XBOPUX BKpail BaXKKHUIl 1 CYNPOBOKYETHCS
MOJIICUCTEMHUMH BICHEPUTaAMH, TOMY IIed mepiof] € KpUTHYHHM. [ocTpi MIKipHI
MOpPYIIEHHS! OOYMOBIIIOIOTh BTpaTy PIAWHU, €NEKTPOJIUTIB, OUIKIB 1 MPU3BOIITH 10
IIBUIKOTO PO3BUTKY JETiJipaTarlii, o Tpeda ypaxoByBaTH IMpH JiKyBaHHI. B manomy
nepiojii  peKOMEHIYIOTh MPOBOJAUTH OIIHKY IUJIOINIl YPaXeHOi emiepMalbHUM
HEKpOJII30M WIKIPM Y BIJICOTKAX, YPAaXOBYBAaTH BAXKKICTh Ta KIJIBKICTh YpPaXKE€HUX
CJIIM30BUX 00O0JIOHOK YCiX TONOrpapiyHUX 30H.

3rigHo MixkHapOJHUX HACTaHOB HEOOXiaHO oiiHoBaTH Baxkkicth CCJl 1 TEH
B mepii 24 TOJ. CIOCTePE)EHHs 3TiaHO mKam JjeraabHoro Hachigky — SCORTEN
(25) (cyma GaiB OLIHKY TIO HE3AJICKHUM (DAKTOpaM PU3UKY, KOXKEH 3 IKHX OI[IHEHO B
1 Gan): Bik OunbiIe 40 pokiB a00 MeHIE 1 POKY; HasIBHICTb 3JI0KICHUX HOBOYTBOPIB;
CTIMKa TaxliKap[is; TIMOTOHIS; MOYAaTKOBHM MPOLEHT EHiAepMalIbHOIO HEKOJI3y
oubiie 10%; piBenb cedoBuHM Oinbie 10 MMOIIB/JT; pIBEHb TIIOKO3U B KPOB1 OUIbIIIE
14 mMmonb/i; piBeHb OikapOoHaTiB MeHie 20 Mmoub/i. B 3anmexHocTi Big cymu OaniB
nepenbauyBanuii  pusuk cmepti ckimamae: SCORTEN 0-1>3,2%; SCORTEN
2>12,1%; SCORTEN 3>35,3%;SCORTEN 4> 53,8%; SCORTEN 5 Tta Oinbme >
90,0%. Ilpu BuacHOMYy 3arajJpHOMY JIIKyBaHHI y peaHiMaliifHOMy ab0 OMIKOBOMY
BIIIIJICHH], MPaBUILHOMY JOTJISI/II 3a IIKIPOI Ta CIU30BUMH OOOJOHKaMHU CTaH
XBOPHUX CTaOII3y€eThCsl Ta BiIOYBA€THCS MTOBHE BITHOBJICHHS €I1EPMICY.

[Ipouiec peeniTenizanii NOYMHAETHCSA Y MOPSAIAKY MOSBH BUCUIIKA — 3 BEPXHIX
BIJIJILJTIB TyJIy0a Ta 3aBEpPUIYEThCS CAMOCTIMHO Yyepe3 2 - 3 THXKHI 332 paXyHOK MIrparii
KEpaTUHOIUTIB 31 3JJOPOBUX NUISHOK IIKIpU B ypakeHi. [loBHe ony:KaHHS XBOPHUX
3aBepiryerhest uepe3 80-120 aHIB, ajie HABIThH MICHSI OAYXKAaHHS y JESIKUX BHUIIAIKaX
3QIMIIAIOTHCS] TaKi HACHIAKU: CYXiCTh OOOJIOHOK O4eHl, Oiab Oouei, 1PUIAOLUKIIT,
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naHo(TaJIbMIT, CIINOTA, MOPYIIECHHS MIrMeHTallli Kipy, pyOIll, IpaMu, BiJICYTHICTh
HITTIB, TiIBUIIEHHS MOTOBUAUICHHS, (DiMo3u. [licis mepeHecenoi XBopoOH IMyHITET
HE BUPOOJIAETHCS 1 MOXKIIMBHI IOBTOP XBOPOOH.

Tak, 3a3naunmo, mo A. Lyelly (1956 p.) cBoili nepuiiit poOOTi CIIOBICTHB TPO
KIIHIYHY Ta Tictonoriuny pisumio Mk TEH Tta repmerudopmMHuM nepMaTtuToM
Hropunra-bpoka Ta my3mpuarkoro [1]. HacTymHuM mMO3UTHBHEM KpPOKOM OyIio
BimokpemmoBanHss TEH Big momiOHOTO 3a 30BHINIHIM BHTIISAOM CTadiIOKOKOBOTO
cunapomy «obBapenoi» mkipu (CCOILL), skuii yacTime OyBae y niTe Ta pilIKo y
nopociaux. byB  BH3HAuUGHMM ~ €TIOJNIOTIYHMNA YWHHMK JaHOI  HO30JOTli —
KOaryJyia3ono3uTuBHui ctadinokok i3orpynu Il (wacro ¢arooro tumy 55 ta 71),
pimme 3orpynu I a6o III, sxkuit mpoaykye excoiaTUBHUNM €K30TOKCHH
(emigepMoOIi3KH), 1110 TPU3BOAUTH 10 YTBOPEHHS 1HTPACIIIEPMAIbHOI MOPOKHUHU HA
MEX1 KJIITUH 3€pPHHUCTOrO 1 IIMITYBAaTOTO IIApy, a HE BUKIMUKAE HEKPOTI3y KIITHH
0a3aJbHOTO MIapy emijepMica, Mo MiATBEPIKYETHCS TICTONOTTYHUMU TaHUMU [2, 24,
25].

Pexomenarii o010 MUTOJOTIYHOTO JOCHiIKeHHs 3a MeToaoM A.Tianka [26]
OyJ0 3alpoIrOHOBAHO AJIsi BU3HAYEHHS CKJIaQy KIITHH 3 JHA €PO30BAHUX [IJISHOK,
npu npoMmy B pa3i CCOLI Bu3HAYaeTbcs MPUCYTHICTh BEJIMKUX MMOJITOHATBHUX
JNECTPYKTHUBHUX KIITHH BEPXHIX PSAIB OCTHCTOrO IMIAPY 3 MAJEHBKUM SIPOM IIO
BIIHOIIICHHIO 70 nurtoriazmu, a npu TEH moctiitHo 3HaxonsTh 0a3aibHI KIITHHH,
KIIITUHHUN JCTPUT, KIITHHHU 3allajieHHs B JepMO-eHijepMaibHIi IepexigHiid 30HI.
[Ipu gociimkeHH! MOKPUIIKA MIXYPIIB PEKOMEHJOBAaHO METOJ 3pi3y TKaHWH Ha
3aMOpPOKYBalOYOMYy MIKpOTOMi abo meToJ mapadiHoBoro 3pi3y 3a Hikonbchkum. B
nocaimxyBaHomy marepiaini npu CCOILLl Bu3Ha4arOThCS KIITUHU POTOBOTO IIApy, a
npu TEH — noBHMIt ckiiag KepaTUHOIUTIB €MiJEPMICY 3 JereHepaTUBHUMU 3MIHAMHU
Ta KJIITHHAMM 3anajJeHHs B 0a3aibHiK 30H1. TakoX JUIs MOCTaHOBKH J[1arHO3Y JIIKapIo
HEOOXIJTHO ypaxoBYBaTH J€TaJIbHUI aHAMHE3 1 KJIIHIYHY KapTUHY B IMHAMIILIL.

3rogoM mepenik HO30J0TIM aisi  JudepeHuianbHol  JIarHOCTUKU  3HAYHO
posimupuBcs. JlikapsMu-nepMarojgoraMu it AUGEPEHIitHOT M1arHOCTUKU  OyJn
BHECEHI HACTYITHI HO30J10Ti4HI hopmu [2, 27]:

KOMAaTO3HI CTaHU 3 OyJIbO3HUMU BUCUIIAMH,

OIIKHA OCH3UHOM,

1HTOKCHKAIIisl OOPHOIO0 KUCTOTOIO,

CUDUTITHYHUN MIXYPHUK HOBOHAPOKEHUX,

BPOJIPKEHUH eMiIepMOJIi3,

1xTro3u(hopMHAOYIIHLO3HA epuTpoaepMist bpoka (emiiepMoiTHIHUN 1XTHO3),
JecKBaMaTUBHA epuTpozepmis Jlsitnepa-Myccy,

Oynbo3uui (hiTohoTOIEPMATHT,

BYJIbTapHUN MIXypHUK Ta Oaratoopmua excygatuBHa eputema (BEE),

CCA,

CUHAPOM TokcuyHoro moka (CTII).

Hudepenuiiina nmiarHocthka  OaraTooOpMHOI  €KCYJaTUBHOI ~ €pUTEMH,
cuaapomy CrtuBeHca-/[PDKOHCOHA Ta TOKCHYHOTO eMiJepMaibHOTO HEKPOJi3y 3a
L.Ayangco, R.S. Rogers (2003 p.) y moaudikamii M. Lamoreux, M. Sternbach, T.
Hsu (2006 p.) BpaxoBye HasiBHICTh XapaKTepHUX BUCHITAHb [28, 29]:

ek o SR S R S R
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THUIIOBI «MIIIEHI»,

IMTIAHATI QTUIIOBI «MIIIEHD,

TIIMOUHY ypaXXeHHS CITU30BUX 000JIOHOK,

37UBHI MyPIYypHI TUISIMH,

nudy3He, TeHepasli30BaHE BiAIIAPYBAHHA CMiAEPMICY Ta IUIOIIY IIKIpH 3
BiJIIIIApYBaHHSM €M1IEPMICY y BIICOTKaX.

Jna ominku npuuyuHHOCTI JI3 B po3Butky CCJ| a6o TEH B mnpaktuii
aJIeproJIorii akTUBHO PO3POOTIOIOThH AITOPUTMHU OLIIHKY MpuurH, Hanpukiag ALDEN
(an algorithm for assessmen of drag causalityin SJS/TEN), skuii Bu3HaHuUi
CTAJIOHHMM IHCTPYMEHTOM B TOmyKy eTiosorii 3axBopioBanHs [30]. PerenbHO
310paHuil aHaMHe3, KJIIHIYHI MPOsSBYU Ta XapaKTepHI MIKIPHI CUMIITOMH 3JTUIIAIOTHCS
HalBaXXJIMBIIIMMUA B PaHHIN KIIHIYHIN T1arHOCTHUIl Ta AUGEPEHIINHINA 11arHOCTHII],
MOpsiZi 3 ICHYFOUUMH MOP(OJIOTTYHUMHE JTOCITIIKEHHSIMU Ha OCHOBI O1011CIT MIKIPH.

B Ham yac nikapsM peKOMEHAYIOTh MPOBOJUTH TU(PEPEHIIATBHY JIIaTHOCTHKY
CCJI/TEH Ta panniit TEH 3 [31]:

«Benukoro (hopmoro» dararodopmuoi excynaruBHoi eputemu (bEE),
cTa1JIOKOKOBUM CUHAPOMOM «00BapeHoi» mkipu (CCOLL),

OyJIb03HUM MEM(]IroioM, MapaHeoIaCTUYHUM ITeMpirycom,
reHepaaizoBaHuM (PiKCOBaHUM MEIUKAMEHTO3HUM BUCHUIIOM,

JIHIAHUM OyJIbO3HHUM JiepMaTo3oM II—A,

TOCTPUM TEHEpPaTi30BaHUM  €K3aHTEMaTO3HUM IIYCTyJb030M, (OTO —
(ITOTOKCUYHOIO BUCHUIIKOIO,

v' rocTpuM abo0 MiATOCTPUM YEPBOHHM BOBYAKOM 3 CIIiJIEPMaIbHUM HEKPO30M
(cunapom Poyenna).

BucokocnennpiyHUX CydacHUX HaIIAHUX JA0OpATOPHUX MOCIHIKEHb He
3HaleHO. 3anpONOHOBAHUIN I €KCIPeC JIarHOCTHKU OloMapkep rpanyiisuH [21]
nocTtaBieHuil mia cymHiB. OpnHak, octanHl mnouyku OlomapkepisB CCI/TEH
BKa3yIOTh Ha BUCOKY crienudiunicts Galectin-7 ta RIP3 [31].

JInst BUKJTIOYEHHS J11arHo3y 1H(EKU1HHOoI (0aKTepiaabHO1) €TI0NO0ril JOIUIbHIM
€ BUKOPUCTaHHS,

- peakiuii imyHHO1 ¢roopecteHiii (PID);

- peakiiii 3B’ s13yBaHHs komrieMenTta (P3K);

- imyHOo(epMeHTHOTrOo aHanizy (IDA);

- moriMepaszHoi Janirorosoi peakiii (ILJIP);

- 0aKTEep10JIOTIYHOTO METOTY 100 PI3HUX MOKIIMBUX 1HOEKIIHHUX 30y THUKIB.

Takum yuHOM, B TOCTpUid Tiepion mepediry XxBopoOu JikapeBi HEOOX1ITHO
MPOBOJIMTA MOHITOPHHT aHAJI31B KPOBI, MOCIB 3 MIKIPH Ta CIU30BHX OOOJIOHOK,
OakTepiosioTiuHe JOCTIHDKEHHS XapKOTIHHA, cedl. biloxiMmiuHi aHami3u KpOBi
(rmroko3a, CEYOBMHA, KpPEATWHU, 3arajibHUil OUIOK, acmapraraMmiHoTpaHcdepasa,
ana”iH ami”HoTpaHcdepasza, C-peakTUBHMI MpOTEiH), Koaryjorpama, KHCIOTHO-
nyxxHuil 6ananc. [lo moxnuBocTi Y3/[ BHYTpILIHIX OprasiB, eleKTpokapaiorpadis
[32].

e

AN

BucHoBkm.
1. Tokcuuynuii emigepManbHUi  Hekpomi3 Ta cuHjapoMm CriBeHca-/[oHcoHa
3QJIMIIAIOTBCS PIAKMMHU, ajie MOTEHUIMHO CMEPTENbHUMHU CUCTEMHUMHU BE3UKYJIO-
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OyJIbO3HUMHU JIepMATO3aMH 3 IUKJIIYHUM MEepeOiroM B PO3BUTKY KJIIHIYHUX IPOSBIB,
SKI MAarOTh BUPa3HI CUMIITOMHU B CTafii PO3TOPHYTHX KIIHIYHHMX MPOsSBIB. PeTenpHO
310paHuii aHaMHEe3 Ta ajJeproaHaMHe3, YBOXKHHUI OIS/l CJIU30BUX O0OJIOHOK, IIKIPHUX
MMOKPOBIB, BU3HAUEHHS TMPOBITHUX CHUMIITOMIB, BUMIPIOBaHHS IUIOINII Ypa)XeHOT
emiIepMAIBHUM HEKPOJi30M IIKIpH, TPUMIHEHHS ITUTOMIarHOCTHKHU, Oiomcii —
3aJTMIIAIOTHCS] HEOOX1THUMH 1HCTPYMEHTAMU TSI [IOCTAHOBKH J[1arHO3Y.

2. JudepeHiiiny T1arHOCTUKY HEOOXITHO MPOBOIUTH SIK 3 HU3KOK BaXKKHX
JEpMaTo3iB, TaK MIXK TOKCUYHHM €MiIepMajJIbHUM HEKpOJII30M, CHHJIPOMOM
CriBenca-J[>xoncona ta mnepexignow ¢opmoro CCI/TEH. B cepeauni pi3Hux 3a
Baxkictio TEH, CCI/TEH, TEH nmudepenmiiina mgiarHocThka 0a3yeTbCs Ha
BUMIPIOBaHHI TUIONII €MiepPMaIbHOTO HEKPOIi3y Ta XapaKTepHUX MOPQOJIOTTIHUX
eJIEeMEHTaX 1 CHMIITOMax: TUIOBUX «MIIICHEH», INIOCKI aTUIOB1 «MIIIEHI», 3JIMBHI
MypIypHI IUIAMH, €po3ii TSHDKKOTO CTYINEHIO Ha OJIHIM abo JEKUJIBKOX CIIM30BUX
000JI0HKaX, TeHEPaII30BaHUM BIJIIAPYBAHHSAM EIIiIEPMICY .

3. BucokocnenupiyHMX CydyacHUX HaIIMHUX JA0OpPATOPHUX JOCIHIJKEHb HE
3HaieHo. CTae BaKJIMBUM CKPHUHIHT TalieHTiB nmo cucteMi HLA, nns 3ano0iranus
BAKKMX HEOAXKaHUX HACIIJIKIB JIIKAPCHKUX CEPEIHUKIB.

Konduiikr iHTepeciB. ABTOp MIATBEPIKYE, IO € €IUHUM aBTOPOM L€l
poOoTn Ta cxBanuB ii 18 myOmikamii. ABTOp 3acBiguye, IO JOCTIIKECHHS
MIPOBOJIMJIIOCS 32 BIACYTHOCTI Oy/Ab-sIKUX KOMEPUIMHUX YU (PIHAHCOBUX BIJHOCHH, SIK1
MOkHa OyJ10 O BUTIIyMayUTH SIK MOTEHIIHHUN KOH(DIIIKT 1HTEPECIB.
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