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KnvuHmyeckoe HabniopgeHune

CuHapoM Poyanna B pepMaTofiormyeckon
NPaKTUKe (KNMHUYECcKoe HabaeHue

TaraHoB AB."« Tampa3osa O.b."? « Typeesa M.A!

CuHppom Poyanna — peAko BCTpeyatoLwminca cnum-
NTOMOKOMMJIEKC, AN KOTOPOro XapaKTepHbl K-
HUYeCKMe NPOABIEHNA KPAaCHON BOMYAHKMN 1 MHO-
ropopmHOIN dKccypatTuBHom sputembl (M33). 3a
nocneaHue 100 neT B HayYHoOW NuTepatype onu-
caHo okono 100 cnyyaeB AaHHOrO CUHAPOMa, YTO
MOXeT ObITb CBAI3aHO C OWWOGOYHON MHTeprpe-
Tauverl CUMNTOMOB U, Kak CleiCTBUE, HETOYHOW
[VarHOCTVKOW MO MPUYMHE ero maHudecTauuu
BbiCbiNaHUAMK o Tuny M33. BaxkHoe 3HayeHne
B [MarHoCTrKe cuHApoma Poyanna nmeet BbisiB-
NeHne NOJIOKUTENIbHOTO PEBMATONAHOIO GaKTo-
pa, aHTUALEPHbIX aHTUTEN U APYruxX MapKepos
3pMTEemMaTo3a, a TakXKe AOMOJIHUTENIbHble MeToAbl
NCCNefoBaHUA, B YacTHOCTW MpAMas MMMYHO-
dnoopecueHuna. B ctaTbe JaHO onucaHue Knu-
HUYeckoro HabnoaeHna cuHapoma Poyannay na-
umeHTa 16 net. YcTaHOBNEHWeE ArarHo3a Bbi3Bano
3aTpyAHEHUA MO MpuYMHe MaHudecTauum Kox-
HbIX MpoABfieHW no Tuny M33 1 notpebosano

LOMONHNUTENbHOW N1abopPaTOPHON [MArHOCTUKMY,
a TakXe JMHamuuyeckoro HabniogeHus. Mpu no-
CTaHOBKe AuarHosa cuHpgpoma Poyanna onwupa-
JINCb Ha KJIMHUYECKME MPOABNEHMUSA, a TakXKe Ha
Takue AMArHoCTUYeCKMe KpUTepuu, Kak noso-
XKWUTeNbHble MPO6bl Ha PeBMATOVAHbIN daKkTop
N aHTUAJEpHble aHTUTena, rUcToNiormyeckne
1N nabopaTtopHble W3MEeHeHWdA, NpucyLyie spu-
TemaTo3y. [laumeHT HaxopusicA B CTauuoHape
1 nosiyyan cnepyiollee neyeHvie: MHPY3MOHHaA
TepanuA (MPefHN30M0H 2,5 MI/Kr/cyT B TeueHune
7 pHew), xnoponupamuH (1 mn 2 pasa B AeHb
BHYTPUMBILEYHO B TeyeHue 5 AHen), TMApOoK-
CMXNTOPOXMH (CyTouYHasa pgo3a 6,5 Mr/Kr, AnuTenb-
HOCTb — 5 fiHel), MarHuA acnaparvHat/Kanua ac-
naparuHar (1 1ab. (166,3 mr/ 175 mr) 3 pa3a B AeHb
B TeueHue 7 [QHel), Hapy>XHO KpeM MeTunnpes-
Hu30n0Ha auenoHat 1% (1 pa3 B feHb B TeYeHune
7 nHen). B pesynbTaTe npoBefeHHOro nevyeHuns
y naymeHTa oTMeYeHa NoNoXKUTenbHasa AUHaMMKa

B TEYEHMM KOXKHOTO mpoLecca u ynyylieHne ob-
Lero coctoAaHuA. Ha npumepe HacToAwwero Kiu-
HMYecKoro HabnoAeHNA NoKa3aHo Knaccnuyeckoe
nposBneHve cuHapoma Poyanna, nmetoujee Kak
nabopaTopHoe, Tak M KJIMHMYecKoe 060CHOBa-
HMe, yuuTbiBad Hannume KOXKHbIX MPOABJIEHUN
KpacHOW BOTYaHKM 1 BbiCbiMaHmi no tuny M33.

KnioueBble cnoBa: cmHOpom Poyanna, KnnHunye-
CcKoe Ha6mo,qu|/|e, CNCTEMHaA KpacCHaA BOJ1YaH-
Ka, MHOFOd)OpMHaf-I SKCCyaaTBHaA spnuTema

Ana uyntnpoBaHmaA: TaraHoB AB, Tampasosa OB,
[ypeesa MA. CuHgpom Poysnna B gepmatonoru-
UeCKOM npakTuke (KNMHUYeckoe HabnoaeHue).
ArnbMaHax KNMHUYeckor meauuvHbl. 2019;47(5):470-6.
doi: 10.18786/2072-0505-2019-47-049.
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uugpom Poyana — coderanHoe 3abomeBa-

HUe, BKJIIOYamllee IPOABIEHNUSA KPacHOM

BOMYaHKM (IVCKOUIHONM MIM CUCTEMHOI)

" MHOTOQOPMHOJ 3KCCYJJaATUBHOI SpHTe-
Mbl (MO3). [I7151 HETO XapaKTepHBI ITONOKNUTEIbHbIE
IpoObl Ha peBMAaTOUMIHBI (HAKTOpP ¥ aHTUAJECPHBIE
aHTUTeNa, MU3MEHEeHNUs NabOPAaTOPHBIX MapaMeTpOB,
NPUCYLIME IPUTEMATO3Y, a TaKXKe CTOWKWUI peru-
AUMBUPYIOLIINIT XapakTep TedeHusa [1-5]. Cunppom
Poysnma MOXKHO paccMaTpuBaTh KaK IUIIeppeaKTUB-
HBIIl OTBET OpPTaHM3Ma Ha ayTOMMMYHHOe 3a60/1eBa-
HIE.

HecMoTpsa Ha TO YTO AMCKyCCHUsA B OTHOIUEHUM
11e71eCO0OPA3HOCT BBIAEIEHNUsI HJAHHOTO CUHAPOMA
IpOAO/KaeTCs, 6OMBITMHCTBO UCCIe[OBaTeNel Ipu-
Iep>KMBAIOTCA TPAJULIMOHHON TOUYKM 3pEHM S, OCHO-
BBIBASICh Ha COYETAHMUM KIMHMYECKUX IMPOABIEHUI

(c yueTOM COBpeMEHHBIX BO33pEHUIT HA €ro YHU-
KaJIbHYIO [IATOIOIMYECKYI0 CYLIHOCTD), a TAKXKE Ha
TaHHBIX TaOOPATOPHBIX TECTOB U TUCTOTOTUIECKOTO
MCCTIEIOBAHMS KOXKM, KOTOPble BK/IIOYEHBI B COBpe-
MeHHbIe [MarHOCTUYecKye Kpurepun [3, 6].

WcTopua onncaHus

IlepBoe onucaHMe coueTaHUs OCTPOI KPACHOI BOJI-
yaHku 1 MID MokHO Hauitu B crarbe M. Scholtz
1922 r. [7]. Ognako umenHo N.R. Rowell n coasr.
B 1963 1. npy aHanMse rpymibl MALMUEHTOB C JUC-
KOMJHOM KpacHOV BOMYAaHKON BBIIEIUIN B OT-
IeNbHYI0 KaTeropuio 4 HaOMIOfleHMs C HaaudyeM
MO33 [8]. ¥ 60/mbHBIX C TMXOPAJKOI ¥ CYCTaBHBIM
CUHIPOMOM OTMEYaJIMCh 3PUTEMATO3HO-MAIYy/Ie3-
Hble BBICBINIAHUS (APKO-KPAcHOTO IjBeTa C LIMAHO-
TUYHBIM oOTTeHKoM). Koxxubie addmopecuennunm
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VIMeJI IIpaBU/IbHbIE OUYePTAHMS U YeTKIEe TPaHUIbL.
OmnpepenAnuch peBMaTOMIHBINI ¥ aHTHUHYK/Ieap-
HbIT pakTOppl. OTMeYeHa TOPIUAHOCTD K JI€YCHIIO
) MeJJIEHHBI perpecc KIMHUYECKUX IPOSABICHUI
6omnesunu [2, 3, 8].

B manpHelieM codeTaHMe OMHOW W3 KIMHU-
4ecKX (GOpM XPOHMUYECKON KPaCHOI BOTYAHKU
C KO/MbLIEBUAHBIMU o4yaramu Imo tumy MO3D momy-
YUJI0 HasdBaHUe cuHppoMma Poyamma. B HacTosmee
BpeMs B HayYHOI IUTepaType MOXKHO HAlITH OICa-
H1sA 0Koo 100 cry9aeB 9TOro CMMITOMOKOMIITIEKCA.
BmecTe ¢ TeM HeCMOTpsI Ha Ha/m41e OOLUIeIPUHSTHIX
OVaTHOCTUYECKMX KPUTEpUEB HEKOTOpPble UCCIe-
IOBaTeNIM CTaBAT IIOJ COMHEHMe CYIIeCTBOBaHMe
TaHHOTO CHMH/IpOMa KaK OTHE/IbHOTO KIMHIYECKOTO
o6bexTa [9]. Py aBTOpOB CUMTAIOT, YTO CUHIPOM
Poyanra MoXHO paccMaTpyBaTh B KauecTBe pasHO-
BUIHOCTY KpacHoI BomyaHku [10].

Tem He MeHee cpefu KIMHNIVICTOB TOMUHMPY-
eT MHeHMe, COITTaCHO KOTopoMy cuHzipoM Poyamna
IpefcTaBIsAeT OO0l COBOKYIHOCTb KIMHUYECKNX
IIPOABJICHUI  TOKCUKO-a/I/IEPrU4ecKOr0  CUHJPO-
Ma (mpotexatomiero mo tunmy MO3J), maHubpecTu-
pytomiero Ha ¢pOHe CUCTEMHO KPAacHOJ BOMTYaHKIU.
AprymMeHTOM B TIOfIIEP>KKY 9TOTO CY>KIEHMUS CIIy>KaT
HaHHBIe JTAOOPATOPHBIX WCCIIE[OBAHUIL, PETUCTPU-
PYIOIIMX M3MEHEHMs, IPUCYIIUe PasINIHbIM KIIN-
Hu4eckuM ¢popMaM spuremaTosa [1-3, 5].

OtpenbHbIE MCCIENOBATeIN OTMETWM/IN TEHHEH-
[[UI0, CBSI3AHHYI0 C BO3MOXKHOI TpaHCOpMaLn-
el NUCKOMJHONM KPacHOJ BONMYAaHKM B CUCTEMHYIO
IpY HaIMYUK BBICHIMAHUI mo Ty M93 [2, 3, 5].
I'mnepepruyeckoe BocmajneHue (marodusuonornye-
CKasl CTajusi) COIPOBOXAETCS BBICBOOOXKEHMEM
XEMOKMHOB U IIMTOKMHOB, YTO MPUBOJUT K MTOBPEX-
IDEeHVI0 TKAaHEBBIX CTPYKTYp, MaHU(eCTUPYOINX
(kIMHMYeCKY) HMATHUCTO-TAIYIe3HBIMM 9/IeMeHTa-
MU 10 TUILY «MMIIEHei», a TAK)Ke LPYTUMMI 9KCCyaa-
TUBHBIMU 9/IeMeHTaMU (BEe3MKYIIbL, ITy3BIPK) U KPO-
BOVM3MUAHMAMIUL. B cryyae nuddysubix 3ab6oneBanmit
COEIVIHUTEIbHOM TKaHM, KOTJa IpU M3MEHEHHOM pe-
aKTMBHOCTY MaKpoopraHusma (1o TUIly TUIIepepriu-
YeCKON peaKIUy 3aMe[/ICHHOIO TUIIA M/MIM UMMY-
HOKOMIIJIEKCHOMY TUIIY) Ha (poHe ayTOMMMYHHOIO
mpolecca BO3HNMKAET [IepMaHEHTHAs CeHCUOunmsa-
11151, BO3MOXKHO Pa3BUTHE TOKCUKO-aIIePTNYeCKUX
CUHJIPOMOB, IIPOTeKaLNX 1Mo Tuny M33 [2, 3, 10].

ITockonbky mpossreHna M3 mpu MoHO3a60-
JIeBaHMM MOTYT BapbUpOBaTh OT HATHUCTO-IAITY-
JIe3HBIX [0 OYJ/IIe3HBIX BBICHIIIAHMIL, KIMHUIECKIE
HposiB/IeHN A cCUHApoMa Poyanna MOryT cyujecTBeH-
HO pasnuyarbcsi. MHOT0OOpasue KIMHNYIEeCKOI Kap-
TUHBI JAHHOTO CUH/IPOMa CIIY>KUT IIPUYMHON MOSB-
JIeHVsI B TUTePaType HOBBIX OIMCAHMIT 3a00/IeBaHMS

[6] u nomoMHeHM JMATHOCTUYECKUX KPUTEPUEB.
Taxk, onmyO/1MKOBaHbI KIMHUYECKYe HAOTIOfe s TTa-
LIMIEHTOB C CMCTEMHOJ KPacHOJ BOTYaHKOI, MIMEB-
MINX KIMHUYECKUe KOXKHbIE IIPOSIB/ICHM S, HAIIOMU-
HalollJe KapTUHY TepHeTU(OpPMHOrO JepMaTuTa
Hropunra. [Tpu npoBeneHnn m1abopaTOPHBIX UCCIIE-
IOBaHMIT OOHApPYXKEHO CyIpobasanbHOe CKOIICHUE
IgA, 4TO ¥ TOATBEPAMIO HPUUINMHY O0OpasoBaHMS
IIy3bIPEil 3a CYET PA3phIBa MEXKJIETOYHBIX CBA3EN
kepatuHOoUNTOB [11]. Hepenko mposiBieHus spute-
Maro3a MOTyT MaHM(eCTNPOBATh B BiJe Oy/Ie3HBIX
BBICBIITAaHNII, KOTOpPble HAIIOMMHAKIOT IIeMQUrouf,
YTO MOXXET 3aTPYAHUTb IIOCTAHOBKY IIPAaBUIBHOTO
nmarHosa [12]. HexoTopble nccmenoBaTenu Ha 0CHO-
BaHNM OOIHOCTY MMMYHOIATOMTOTNIECKIX N3MEHe-
HUI CYUTAIM L}eJIeCOOOPa3HBIM OTHECTU CUHAPOM
Poyanna x rpyIie uMMyHOOY/IIe3HBIX 3a00/IeBaHMIT
(6ynnesHblit spureMaTos, repretudOpMHBII [ep-
matut Jropuura u nemdurons) (13, 14]. S. Lee u co-
aBT. (1995) mpemoXMIYU BKIIOYUTDH CUMIITOM O3-
HOOJIeHMsI B [UATHOCTUYECKVe KPUTEPUN CHHIPOMa
Poyamna [15].

B 2000r. N.C. Zeitouni u coaBT. IpeI0XKIUIN HO-
BbIe JVIATHOCTIMYEeCKIe KpUTepuu cuHipomMa Poyana
[16], KOoTOpbIe YYUTBIBAMM Hamu4due OGONBUINX U Ma-
NbIX (aKTOpPOB, TUIIMYHBIX IJIA 9puTeMaTo3a (Cu-
CTeMHas, IUCKOMIHAA, IOOCTpasd KOXKHbIE (POPMBI
KpPacHOJl BONYAaHKM); KIMHNMYECKMEe IPOABICHNA
MD33; Hanuume aHTMHYKIeapHBIX aHTHUTen (ANA),
accormanuu ¢ peeMarougHsiM akropom (RF), Ha-
nuure aHtuTen K RO(SSA) m La(SSB)-anTurenam
u Ip.

B 2008 r. rpymia ucceoBaTenell HabIofaa mna-
IueHTa ¢ M93, KOTOpHIil He MMe/ B aHAMHe3e Kpac-
HOII BOJTYaHKY, OHAKO II0 JAHHBIM JTaOOPaTOPHBIX
UCCTIeIOBAaHNI ObIJIO JOKA3aHO Hajau4ue CyOKIu-
HUYECKNX IPOSIBIEHNII CUCTEMHOTO 3a00jIeBaHMsI
U IMaTHOCTUPOBaH cuHApoM Poyamna [17].

Hogselinme nsmMeHeHNA B JMarHOCTUYECKME CTaH-
maptel cuHApoMma Poysnna nmpepnoxunu B 2012 T
D. Torchia u coaBr. [18]: 66111 mO6aBIEHBI JOIIOTHI-
TeJIbHbIe KpUTepuy, 6asupyloliyecs Ha pe3ynibTaTtax
aToMOpP(OIOTMYeCKUX UCCIETOBAHUIT ¥ JAHHBIX
IpAMoIl uMMyHO(II0opecuenuyn. [locmeguye omnu-
caHMs HabmogeHnit cungpoma Poyajia BHIIIOTHEHDI
C y4eToM 3TuX Kpurepues [19].

KnuHunyeckaa KapTuHa

Knaccnueckoe mposasienne cuagpoma Poyanna xa-
PaKTepU3yeTCs BBICBIIAHNAMY 10 TUITY MO — aKc-
CYJaTUBHBIMU 3PUTEMATO3HO-TAIy/Ie3HBIMU  3JIe-
MEHTaMI C pe3KMMM U IPaBUIbHBIMU TPaHULAMU
(BapmaHT: ILjeHTpa/rbHOe reMOpparmyeckoe IPOINM-
TBIBaHUeE, TUII <MULIEHN») B IaMeTPe 10 HECKObKIX

Tazaros A.B., Tampazoea O.b,, [ypeesa M.A. CviHapom Poyanna B AepMaTonorMyeckoin NpakTrke (KnnHudeckoe HabmiogeHne)
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caHTUMeTpoB. KOXXHBbIe NPOSABIEHMS MOTYT TaK>Ke
COIPOBOXMIATbCA MY3bIPAMM, Be3UKYyIaMU, 9PO3Usi-
MU ¥ KPOBOM3NMMAHMUAMU. TUIVYHO HaIM4Ve BBICHI-
IIaHMII Ha TaJJOHAX U MOJIOIIBAX, YTO OTpakaeT TOK-
CUKO-aJ/UIEPTMYeCKIIT XapaKTep aHHOTO CUH/IpOMA.
B03MO>XHBI 9p03MPOBAHNS U U3'bs3BIEHNS BbIChIIIA-
HUIJL, KOTOpble 3a)XKMBAIOT C MOCIeAYIOIUM pyOiie-
BaHNeM. B oTnuume oT TpaguUMOHHBIX M3OJ, KOX-
Hble NIPOsABIIeHNs IpY cuHpoMe Poyasa He Bcerga
MMEIOT CKJIOHHOCTh K aKpa/JbHbIM JIOKaNIM3aLMAM
U O4YEeHb PENKO CBA3AHBI C MAEHTUPUUMPYEMBIMU
Tpurrepamu (0OOBIYHO JTEKAPCTBAMM, a He BUPYCOM
repreca v HQeKuen).

ITo faHHBIM MUTEPATYPBI, ¥ OOIBHBIX CUCTEMHOI!
KPAacHOII BOTYAHKOI Hambo/ee 4acToO MMOPakaercs
koxa (75,8%), perucTpUpyIoT TAK>Ke apTPUTDI /WU
aprpanrun (76,8%), nuxopapky (60%), amomenyio
(51,6%) [2, 20]. INopakeHue CAU3UCTON OOOMTOUKM
Ha0moaeTcsa puMepHo B 50% caydaes (O THUIy
M33). Ilpu mabopaTOpHBIX UCCIE[OBAHMUAX BBISB-
JISIIOT AHTUHYKJIeapHbIe ¥ peBMaTOUHbIe (PAaKTOPBL,
aHTUTena K Ro (SSA) m La (SSB)-antmrenam, yse-
JIYeHre CKOPOCTH ocefaHus aputpouutos (COI).
3aboreBanne 9acTo penuauBupyer [2, 3, 5, 9].

IrarHocTuka TUNMYHON MOD OCHOBBIBAETCS
Ha OCTPOM Hadvase 3ab0jIeBaHMS, HAUYMM Xapak-
TEpPHBIX BBICHIIIAHNI (OCTPOBOCHIAINTE/NbHBIE TISITHA
SIPKO-KPACHOTO I[BETA C IIEHTPOOEXHBIM POCTOM,
C 3allaBIleli IIeHTPAIbHOI YacThIo), OLIEHKe CUMMe-
TPUYHOCTM ¥ JIOKQ/IM3AlMM BBICBIITHBIX 97IEMEHTOB
(pasrubarenbHble TOBEPXHOCTY), HATMYNY TTOPasKe-
HUA CIU3NUCTBIX 060710ueK [2, 3, 21].

JlnarHO3 CHUCTeMHOJ KpacHOil BONYAaHKM YCTa-
HaB/IMBAeTCA B COOTBETCTBUM C KJIMHUYECKUMU
U 1a6OpaTOPHBIMY KpUTepMAMY (BOTYaHOYHAsA «Oa-
604Ka», apTPUT, AMUTENbHAS TUXOPagKa, CTaboCThb
U T.JI.) ¥l IO TBEPK/AETCS MTOJIOXKUTEIbPHBIMI ITpoba-
MU Ha peBMAaTOMHBIN (aKTOp M aHTUsALEpPHbIE aH-
THUTEIA, TUCTOTOTMYECKOI KapTUHON KOXM, a TAKXKe
7ab0PaTOPHBIMM TIOKa3aTeNs MY, NPUCYLIIMU 3PU-
TEeMaTO3y (anTn-dsDNA, aHTUKapAMONUINH, aHTU-
ructonbl, C-peakTUBHBII 6€OK 1 fip.).

B 6uonTare koXu (BepxHUe U CpefHUE OTAe-
JIBl JIepMBI) OTMEYAIOTCA BAaCKYIUTDI, MHIILTPAT
(momocoBupHbIN) ¢ mpeobmagaHueM TUMQONUTOB
B obmacty 6a3anbHO MeMOpaHbl. B 30He 6a3anbHO
MeMOpaHbl — 3epHUCTbIE OTIOKEHUSA (MeTon Ipsi-
MOl MMMYHOQII0OpeceHIM). BrlleykasaHHbIe
M3MEHEHM S TUIIMYHBI [T KPACHO BOTYaHKY, HO HE
M33 [2,3,9].

JleueHune

YuuTbiBass ayTOMMMYHHBIN XapakTep 3abonesa-
HUA B COYETAHMM C TOKCUKO-aJIJIepIUIeCKIMMI
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HOpOSBICHUAMY, B Tepamuyu CUHApoMa Poyasma
IPUMEHSIOTCSI UMMYHOCYIIPECCUBHBIE 1 IIPOTUBO-
BOCITATIMTE/IbHbIE CPEICTBA: KOPTUKOCTEPOUIHBIE
IpemapaTbl, METOTPEKCAT, a3aTHONPNH, aHTUMAJIS-
puitHBIe TIpenaparsl u gp. IIpuHuMas Bo BHMMaHMe
PEAKOCTh JAHHOTO CHMHJPOMA, B HACTOsIlee BpeMs
YTBEpP)K/JeHHBIX CXeM JIEIEHVISI He CYIeCTBYeET.

R.Y. Bhat u coaBT. (2014) npuBOAAT KIMHIYECKOE
HabmofieHNe cuHApoma Poyasta y 15-meTHero Masb-
4MKa, KOTOPBIl XOPOIIO pearupoBaj Ha Tepalnio
CHMCTEMHBIMU CTEPOUAAMY U TUAPOKCUXTIOPOXNHOM
[22]. B nepmaBHeit mybnukanuu (2018) ormedena mo-
JIOKUTE/NIbHASI AMHAMMKA B TEIEHNM KOKHOTO IIPO-
Iecca ¢ 61aTONpPUATHBIM UCXOTOM Ha (hOHe Tepamun
CHCTEMHBIMU KOPTUKOCTEPOUAAMIU (METUIIIPESHN-
3070H 0,5 MI/KI/CyT), UMMyHOMORYIsATOpaMu (asa-
THONPUH 50 MI/CYyT B KOMOMHALIMM C OMEIIPa3oIoM
20 Mr/cyT) ¥ TONIMYIECKUM CTepousioM (hryTuKasoHa
nponyonar 0,05% xpem 1 pa3 B cyTkn) [23].
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[Taruent H. 16 et obparucs B JeTCKYI0 TOPOACKYIO KIIH-
HI4YecKyko 60onpHMIy nM. 3.A. Bamigesoir [JemapraMeHTa
3apaBooxpaHenus . Mockssr (17.10.2015). XKano6sr: gnn-
TeJIbHAA IMXOPajKa, 00IM B CyCTaBaX, BLICBHIIIAHUA Ha T'y-
6ax 11 CIM3MCTON TIONOCTH PTa, KOXKE TY/IOBUIIA ¥ KOHEY-
HOCTSX. VI3 aHaMHe3a 13BeCTHO, YTO Ial[eHT 3a00/IeT ABa
MecAIla Ha3aJl, KOra Ha 60KOBOI MOBEPXHOCTI HOCA TI0A-
BIIUCD 9pUTeMaTO3HbIe ImATHA. O6paTUICsA K IepMaToyIo-
I'y, KOTOPBIi IIOCTaBMUJI JUAarHO3 JeMojekosa. Hasnaueno
nedenne. bes apdexra.

Yepes fBe Hefenn GOIBHOI OTMETIUI PACIPOCTpaHe-
HIE Ipoljecca Ha KOXKY CHUHBI ¥ TPYJY, ChIIIb CONMPOBO-
JK7anmach 7erkum 3ypom. HasHayeHo neyeHme: mOKCHUIIM-
K/IMH B o3e 100 MT' B CyTKM B TedeHMe 7 JHeil. YIyulIeHns
K/IMHUYEeCKOJ KapTIHBI He Hab/TI0[aToCh.

Tocnurannsuposas (08.10.2015) B KB Ne 57 ¢ pu-
arHO30M SHTEPOBMPYCHOTO BE3UKY/APHOTO CTOMAaTHUTa
C 9K3aHTeMOJ1 (CHH/IPOM «pyKa — Hora — poT»). Hasnaueno
7iedeHue: TPeHN30M0H 60 MI/CyT BHYTPUMBIIIEYHO B Te-
yeHue 3 nHen, 10% pacTBop raoKoHara Kaabuusa 10 mi
BHYTPUBEHHO — 5 IHEI], ue(l)TpMaKCOH 2,0 r BHyTPUBEHHO,
¢bykoHason 50 MT BHYTPb OFHOKPATHO, KPeM C COfiepiKa-
Hye MmynupouyHa 2% — 2 pasa B JileHb B TedeHMe 7 JTHeil.
dusnoTepaneBTHYECKOE JIeUeHNMe: TapCOHBaMu3anus (06-
JacTb TPYAU, PyKM) — 3 IpOLeAYpbl, IOIAPU30BaHHBII
cBeT (cMHa, MMIO) — 3 IpOLEAYpHI; TUIIOAIePreHHasA
nuera. OTMedYeHa MONIOKUTENbHAA AMHAMMKA B TEUEHUM
KOXKHOTO Ipolecca. IlanmeHT BbInmcaH U3 cTanuoHapa
I0J] HaOJTIOfIeHNe TepalleBTa II0 MEeCTY XXUTEebCTBA.

Coycra 10 pueit (18.10.2015) manueHT ObLI Tro-
cMTanu3upoBaH B uHpekumonHoe ortpeneHue [II'KB
uMm. 3.A. bamnsesoir. JmarHos: octpad MHOrogopm-
Hasg SKCCylaTuBHasA sputeMa. Ilpm ocMoTpe Ha nmie

KnuHuyeckme HabnogeHua
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ompepensieTcss aputeMa mo ¢opme 6abouxy, Ha rybax

MHOTOYMC/ICHHDBIE 3PO3UM ¥ TeMopparmyeckue KOpod-
ki (puc. 1A). Ha magoHsx U CTOHAX YeTKO OYepueHHbIe
9PUTEMATO3HbIE OYaTu C HE3HAYMTETbHBIM ILIe/NTylIeHNeM
(puc. 1B). Ha mree, BepxHeil 4acTy TY/IOBUILA — 9pUTEMa-
TO3HBIE, CIETKA BO3BBILIAIOLINECS HAJl IOBEPXHOCTHIO VMH-
¢unprpupoBaHHble O/IAUIKA U ISATHA CUHIOUIHO-KPACHOTO
1|BETa, B LEHTpe — 6o/ee CBET/IbIe (CUMITOM «MUIIEHN»),
C YeTKVMMU TPAHUIIAMM U C He3HAYMTEe/IbHBIM IIe/TyIeHN)-
eM Ha MOBEPXHOCTHU. B IIEHTPANbHOI Y4acTy HEKOTOPHIX
9JIEMEHTOB OTMEYaeTCs IeMopparnyeckoe IIPONMUTHIBA-
Hue (puc. 1B, T'). IlpegBapuTenbHbLil [UAarHO3: CUHPOM
Poysnna.

JI1s1 IOATBEpKeHNUs HAaHHOTO AMarHosa ObUIM HpPO-
BeJleHbl [JOTIO/THUTENbHbIE NccneqoBanms. OOuuit ananus
xpoBu (18.10.2015): sputpountst — 3,6 x 10'/11, remorio-
6un - 115 r/m, COD - 25 MM/4, neiikonuTsl — 7,4 x 10°/1,
Heittpopunel — 51,2%, numoonursr — 40,1%, MoHOL M-
Tl — 8,7%, TpoMbouuTsl — 276 x 10°/1. BrioxuMmyeckuit
aHa/Iu3 KpOBU ¥ OOLIMII aHA/NIN3 MOYM B Ipefie/laX HOp-
mbl. PeBmaroupHeiit gakrop (18.10.2015) - 65 MEn/m.
AHanM3 Ha OVAarHOCTUKY ayTOMMMYHHBIX 3a00JIeBaHUI
(30.10.2015): antu-dsDNA IgG>300 En/mn (mopma<5),
aHTU-chromatin>8,0 (Hopma mo 1), aHTu-Sm>8,0 (HOp-
Mma jo 1), antu-RNP - 5,3 (Hopma 1o 1), aHTMHYK/Teap-
HBII (GAaKTOp - IONOXUTEeAbHBI. Ilocime momydeHms
pes3y/IbTaTOB UCCIeNOBaHMII (peBMaTOMAHbBIN (aKkTop,
aHTu-dsDNA IgG, antu-chromatin, antu-Sm, antu-RNP,

aHTUHYK/IeapHBIil GpaKkTOp U Ap.) ObUI IOCTABIEH OKOHYA-
Te/IbHBIN JMarHo3 «cuHjgpoM Poyamnmar.

B cranmonape npoBoiuIOCh Cefyoliee edeHue: NH-
(y3uoHHasA Tepamu ¢ IpeJHU30I0HOM 2,5 MI/Kr/cyT (-
TENLHOCTD — 7 [iHEN), TUAPOKCUXIopoxuH 200 Mr 2 pasa
B JieHb (5 HeiT), MarHys aclapariHaT/ Kaaus acaparuHar
(166,3 mr/ 175 mr) 1 Tab. 3 pasa B ieHb (7 gHei1), X/IOpOIIpa-
MMH 1 MJI 2 pasa B IeHb BHYTpuMbIiIedHO (5 fHelT), HapysK-
HO KpeM MeTUINPEeJHU30/I0Ha allenoHaT 1% — 1 pas B geHb
(7 nueit). Yepes 7 nHeit Tepanuy OTMe4Yaaach BhIpaKeHHAs
MOJIOKUTENbHAA IMHAMMKA KOXXHOTO IIPOLECCa: BBICHIIA-
HJA CTa/IU PerpeccupoBaTh, KOPOUKM OTIAMN (puc. 2).

06cyxaeHne

Cunppom Poysnna ommcan oxomo 100 ner Hasaf,
C TeX HOp OImy6IMKOBaHO OKOMO 100 KIMHMYECKMX
HabmofeHnT. PeIKOCTD ero BBISIBIEHUs B KIIMHHU-
9ecKOJl MPAaKTUKe MOXKHO OOBACHUTH HETOYHOCTS-
MI IVaTHOCTUKU U OTHECEHMeM CTydaeB CHHJpOMa
Poyanna x M99 Ha ocHOBaHUM MaHMU(eCTUPYIOLNX
CHMIITOMOB.

HexoTtopble aBTOphI OTHOCAT cuHApoM Poysmia
K PasHOBUAHOCTY KpacHoil Bomyauku [10]. OgHako
6OMBIIMHCTBO KIMHMIMCTOB CYUTAIOT, YTO CUH-
npoMm Poysnma - caMOCTOATENbHBIN CUMIITOMO-
KOMIIJIEKC, XapaKTePUSYIOIIMIICA COBOKYIIHOCTBIO
KIMHUYECKUX TIPOSABIEHMII TOKCUKO-ajleprude-
CKOTO CMHApoMa (IpoTekaroliero mo tumy M3J),

TazaHos A.B, Tampasosa O.b., [ypeesa M.A. CuHapom Poyanna B fepMaTonormyeckorn npakTuke (KNMHnyeckoe HabnioaeHme)
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Puc. 1. MaumeHT H.
16 neT c cMHAPOMOM
Poysnna po neuerus.
A - Ha ulekax,
CMVHKE 1 KPbIbAX
HOCa oTMevaeTca
SpuTEMa CUHIOWHO-
KpacHoro LjgeTa no
Tvny 6aboukn. Ha
KpacHom Kaime ry6 —
3p031K, MOKPbITbIE
reMopparvyeckumm
Kopoykamu. b - Ha
NafOHAX BbICbINaHKA
npeancTaBneHs
OTeYHbIMW NATHAMM
YETKIMX OYepTaHuit
CUHIOLIHO-KPACHOrO
LiBeTa, B LeHTpe
KOTOPbIX OTMevaeTca
NAOCKMI My3blpb

1 remopparumyeckoe
nponuTbiBaHKe
snemeHTa. B - Ha
pa3rubaTenbHon
NOBEPXHOCTM

nneya oTMevaloTca
MHOXeCTBEeHHble
NATHA CUHIOLLHO-
KpacHOro LiBeTa, YeTKMX
ouepTaHni C KpynHo-
MAaCTVHYaATHIM
wenyweHnem

1 remopparmyecknumm
KopouKamm

B LieHTPanbHoM
UacTu 3N1EMEHTOB.

I - BbICbINAHWA Ha
rPyav NPeACTaBnEeHs
MHOXeCTBEHHbIMM
NATHAMM CUHIOLWHO-
KpacHoro LgeTa

C MULLIEHEeBMAHbIM
PVICYHKOM, YeTKIX
ouepTaHuit,
LleHTpanbHanA YacTb
SNeMEHTOB MOKPbITa
cepebpucTbiMm
YeLymKamu
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Puc. 2. MauyeHT H.

16 net ¢ CMHAPOMOM
Poysnna yepes

5 AHer Tepanmu.

A — BonuaHouHaa
«babouka»

B LIeHTPanbHOM Yactu
nuua ctana bonee
6neaHoN, Ha KpacHow
Kalime ry6 oTCyTCTBYIOT
3p03MK, COXPaHATCA
reMopparuueckme
KOpoYkM. b — Ha
NafJOHAX BbICbINaHWA
npeacTaBneHs
remMopparnyecknmm
NATHAMMN HEYETKIX
ouYepTaHN KUPMNYHO-
KpacHoro ugeTa,

B LIEHTPE HEeKOTOPbIX
nATEH — KOPOUKM

1 KpynHOMnacTUHYaToe
wenywexne. B - Ha
pa3rnbatensHol
NMOBEPXHOCTM

nnevya oTMeYatTca
MHOMXECTBEHHbIE
3NUTENN3NPOBAHHbIE
3p03KKM PO30BO-
KpacHoro ugerta.

I - BbICbINaHNA Ha
rpyav NpeacTaBneHsl
MHOMXECTBEHHBIMI
3NUTENN3NPOBAHHBIMU
3PO3UAMM KNPIUYHO-
KpacHoro ugeta
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MaHnecTupyoIero Ha ¢poHe CUCTEMHOI KPACHOI
BOMYaHKM [1-5]. BMecTe ¢ TeM HeKOTOpbIe UCCIENO-
BaTeIy, HpU3HABAs Hamu4ye OOIIENPUHSITHIX LU-
arHOCTMYECKUX KPUTEpHeB, IPONO/IKAIOT CTABUTD
0], COMHEHIEe eTr0 CaMOCTOATeIbHOCTD [9]. [Ipyrue
aBTOpBI IIpeAIaraloT OTHeCTM CHUHApoM Poyanma
K IpYIIe UMMYHOOY/IE3HBIX 3a060/IeBaHNIT, BKITIO-
YaoIMX Oy/I/Ie3HBIIl 9pUTEMATO3, FepIeTU(OPMHBII
mepmarut Jiopunra n nemourons, (13, 14]. Onucanst
IpyMepbl TpaHcHOpMaUMM AUCKOMAHON KPacHO
BOTYAHKM B CHCTEMHYIO NPV HaJIM4YMM BBICHIITAHMIA
o tury M99 [2].

C/IO>KHOCTH MaTHOCTYKY COIIPSIKEHDI C T€M, UTO
curppom Poyamna manudectupyer IposiBIeHUSIMU
BBICBIIAHNI 10 Ty MOD u 6e3 TOMOITHUTENbHOI
71a00paTOPHOI AMATHOCTUKIM M JUHAMUYECKOrO Ha-
OMIofleHNA YCTAHOBUTD JVATHO3 3aTPYAHMUTETBHO.
B oroi1 cBA3M KpaliHe Ba)KHO OPUEHTUPOBATHCA HE
TOJIBKO Ha KIMHMYECKME NPOABAEHNUA, HO U Ha JU-
arHOCTUYECKIE KPUTEPUN: IIOTIOKUTENbHbIE TIPOODI
Ha peBMaTOMJHBI (GaKTOp M aHTUAEPHbIE aHTUTE-
J1a, TUCTONIOTMYeCKMe U 1abOpaTOpHbIe M3MEHeHM s,
IpHUCYIIMe 3PUTEMATO3y, a TaKXKe Ha CKIOHHOCTb
K pelUIUBUPYIOLIeMY TeYeHUIO.

ITpuBeneHHOe HaMM K/IMHUYECKOe HAOJIIOfjeHNe
HpeficTaBIAeT CO00il KIacCUYecKoe IIPOsIBIeHME
cuHppoma Poyaja, mMenolee Kak 1abopaTopHOe,
TaK ¥ KIMHIYeCKoe 060CHOBaHNe (Hamaue KOXKHbBIX

AnbMaHax KnvHUyecko meanunnbl. 2019; 47 (5): 470-476. doi: 10.18786/2072-0505-2019-47-049

IIpOABJIEHUI KPACHONM BOMYaHKM Y BBICBIIIAHUI IIO
tuny M39). IIpoBefieHHasA Tepamlus IO CXeMe jiede-
HUA CHCTEMHON KpacHOJ BOTYaHKM uMmena ekt
B BIJIe TIOJIOKUTEIbHON IMHAMUKY B T€UEHUN KOXK-
HOTO IIpoliecca M yAy4IlIeHNsI OOILIero COCTOSHUA.

3aKknoyeHune

Cungpom Poysnna MOXXHO paccMaTrpuBaTh Kak TH-
IeppeaKTUBHBI OTBET OpTraHM3Ma Ha ayTOMMMYH-
HOe 3abojIeBaHMe, BK/IIOYAMONINI CUMITOMATUKY
KpacHoI BomuaHku n M3OJ. HecMoTps Ha muckyc-
CUM B OTHOIIEHUV 1Le/IeCO0OPasSHOCTY BbIJE/TeHUs
TaHHOTO CHMHJpOMa KaK OT/Ie/TbHOTO 3a0o0/eBaHu,
OOJIBIIMHCTBO WCCELOBATENE MIPUAEPKUBAIOTC
TPAJUIIMOHHBIX B3IJIAI0OB HA JAHHBIN CHMIITOMO-
komIiekc. Cunzppom Poyanna moxeT npefcTaBiATh
CJIOKHOCT! B IVIAHE YCTaHOBJIEHUA AMATHO3a, YTO
00yCTIOBNIeHO pa3HOOOpasmeM KIMHUYECKUX MPO-
SBJIEHNII, He BCerfja XapaKTePHBIX /I 9pUTEMaTO3a.
B aTo0l1 CBASM AMAarHOCTMPOBATH CUHApPOM Poyamma
HEOOXOA MO C YIeTOM €r0 YHUKA/IbHOI [IaTOIOTMYe-
CKOJ CYLIHOCTM ¥ COBPEMEHHBIX IMAarHOCTUYECKUX
KpUTepueB, OPMEHTUPYACh HA TaKue KIIYeBble Ia-
paMeTphl, KaK MOJIOKNUTeTbHBIE TPOOBI Ha PeBMATO-
UHBIT (AKTOP U AHTHSI/fePHbIE AHTUTEIA, TUCTONIO-
IMYecKyue M MabopaTopHble M3MEHeHMs, MpPUCYIIe
9PUTEMATO3Y, CKIOHHOCTb K PeLUAMBUPYIOLIEMY Te-
JeHno. ©
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HononHuTtenbHas nHpopmaums

Cornacue naymeHTa

Pogutenv naumeHTa Aanv NMCbMEHHOE MHPOPMUPOBAHHOE Corflacue Ha
ny6nunKauwmio nepcoHanbHoO MeguLUHCKO nHbopmaLmm n doTorpaduii.

(Dvmaucuposaume

Pa6ota npoBeaeHa 6e3 NpuBneyeHVs LOMONHUTENBHOrO GUHAHCUPOBA-

HWNA CO CTOPOHbI TPETbUX NnL.

KoHAMKT nHTepecos

ABTOpr AeKNapupyT OTCYTCTBUE ABHbIX N NOTEHUMAJTbHbIX KOH¢HMKTOB
WHTEpPeCOB, CBA3aHHbIX C |'Iy6J1VIKaLWIel;I HacToALeln CTaTby.
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Rowell syndrome in dermatological practice

(a clinical case)

AV.Taganov' - O.B. Tamrazova'? « M.A. Gureeva'

Rowell syndrome is a rare cluster of symptoms
characterized by clinical manifestation of lupus
erythematosus and erythema multiforme (EM).
About 100 cases of the syndrome have been re-
ported in medical publications during the last
100 years. This may be related to misinterpretation
of the symptoms and subsequent incorrect diag-
nosis due to its EM-like manifestations. Important
clues for the diagnosis of Rowell syndrome are
findings of positive rheumatoid factor, anti-nu-
clear antibodies and other erythematoid markers,
as well as additional investigations, in particular,
direct immunofluorescence technique. The paper
describes a clinical case of Rowell syndrome in
a 16-year old male patient. The diagnosis was chal-
lenging due to EM-like skin manifestations and
required additional laboratory work-up, as well as
the patient's follow-up. The diagnosis of Rowell
syndrome was based on the clinical manifesta-
tions and on such diagnostic criteria as positive
rheumatoid factor and anti-nuclear antibodies,
as well as histological and laboratory abnormal-
ities characteristic of the erythematosis. The pa-
tient was hospitalized and received the following

treatment: prednisolone infusion (2.5 mg/kg/daily
for 7 days), chloropyramine (1 mL i.m. twice daily
for 5 days), hydroxychloroquine (6.5 mg/kg daily
for 5 days), magnesium asparaginate/potassi-
um asparaginate (one tablet (166.3 mg/175 mg)
3 times daily for 7 days), topical methylpredniso-
lone aceponate cream 1% (once daily for 7 days).
The treatment resulted in positive changes in the
skin lesion and improvement of his general state.
This clinical observation gives an example of clas-
sic Rowell syndrome proven both by lab and clin-
ical signs, taking into account skin symptoms of
lupus erythematosus and EM-like rash.
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