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PE3IOME

B cratbe ommchiBaeTcs ciayyail magueHTa CTpajaro-
IIeTO0 MATMEHTHOW KPaIMBHUIICH, KOTOPBIH HEOTHOKpAT-
HO W OE3yCIENIHO JICYWICSA, HO MPH 3TOM MPaBUIBHEINA
JMarHo3 ObUI YCTAHOBJICH JIMIIB B Bo3pacte 24 net. [loj-
YEPKUBACTCS aKIICHT Ha JOCTYIHBIX MPOCTHIX KIMHUYC-
CKHX METOJaX ITIOCTAHOBKH IPABIIBHOTO JHArHO3a IpH
9TOM 3a00JICBaHNH.

Kniouesvie cnoea: nuemenmuas KpanueHuya, mMacmo-
yumos, cumnmom Japve-Yunul

ABSTRACT

The article describes the case of a patient suffering
from pigmented urticaria who was repeatedly and
unsuccessfully treated, but the correct diagnosis was
made only at the age of 24 years. The emphasis is on
simple clinical methods available for making the correct
diagnosis of this disease.

Key words: wurticaria pigmentosa,
Darrieus-Unna symptom

mastocytosis,

Pa3BuTHe COBpEeMEHHOW MEAMIMHBI MPOUCXOAUT ObI-
CTPBIMH TEMIIAMH U IPOMCXOAUT MapaulelIbHO 00IemMy
Hay4yHO-TEXHUUYECKOMY Iporpeccy. B mocnennee Bpems
BpayaM OTrPOMHYIO ITOMOIIb B JHAarHOCTUKE W JICUCHHH
OOJIPHBIX BCE 4Yalle OKa3bIBaIOT COBPEMEHHBIC TEXHO-
JIOTHH, 9YTO 3a4acTyl0 YpeBaTo pa3BUTHEM HEKOTOPOH
3aBUCHMOCTH Y Bpaueil oT JabOpaTOpHBIX U MHCTPYyMEH-
TIBHBIX METOAOB HCcieqoBaHMsA. Mexny Tem, o0bIu-
HBIC PYTHHHBIC OOLIEJOCTYIHBIE KIMHUYECKHE METObI
oOciieoBaHusl TMAIMEHTOB HE JIOJDKHBI IOABEPraThCs
3a0BeHUI0. Bpauu-71epMaToBEHEPOIIOTH HMEIOT OIpejie-
JICHHBIE TIPEUMYIIECTBa Iepe]| CHEeNUaTUCTaMH JAPYTUX
JUCLUIUINH, TaK Kak OCOOCHHOCTH KJIMHUYECKOH CHM-
NITOMAaTUKHN 3a00JeBaHUl, CrIEU()UIHOCTh KOXKHBIX BbI-
CBITIAHWH OTpesieTsieMble BU3yaJbHO 3a4acTylO MO3BOJIS-
I0T JMarHOCTHPOBATh JIEpMaTOJIOTMYecKue 3a00yeBaHuUs
C JOCTaTOYHO BBICOKOM J0JI€ll BEpOATHOCTH. A Takue
OOBIYHBIE BCIIOMOTATENBHBIE OOLIEJOCTYIHBIE JHArHO-
CTHYECKHE MEpONpPHATHS KaK OIeHKa JepMorpadusma,
TPOTTaX, JWAcKONHMs, oueHKa (eHomeHa KeOHepa u T.on.
MOTYT OKa3aTh HEOLEHHMYIO IIOMOIIb B ITOCTAHOBKE -
ar€osza. B CBSI3M C BBIIEH3JIOKESHHBIM, MBI ITOCYHMTAIN
YMECTHBIM OITyOJIMKOBATh KIMHUYECKHH CIydail ¢ mo3j-
Hel JAMAarHOCTUKOW TakKoro, JOCTaTOYHO PEIKO BCTpeda-
ronierocst 3a00JieBaHus, Kak TMTMEHTHAs KpalMBHULA.

[TurMeHTHasT KpalMBHUIA WIA MAacTOLMTO3 H3BECT-
Ha Jepmarosoram yxe 6oixee 150 mer [2]. B 1869 r E.
Nettleship u W. Tay onucanu ciy4aif MacTOIMTO3a OXa-

paKkTepru30BaB U3MEHEHHS KOXH KaK «XPOHHYECKYIO Kpa-
IIMBHHUILY, OCTaBIISIOIIYIO IIOCIE perpecca Oypble IIsT-
Ha». B 1878 r. A. Sangster ucnonap30Ban B OTHOLIEHUU K
AHHOHM KO>KHOH Ha3BaHHE

«IHUIMEHTHas KpanuBHULA», a B 1953 r. R. Degos BBen
OOIIeNpU3HAHHBI BIOCIEACTBHA TEPMHH «MacTOIH-
T03» [2,5]. B ucTOpMM HM3y4eHus NaHHOrO 3a00JIeBaHUs
pas3yIMuHbIE aBTOPBHl PACCMATPUBAIM Pa3IMYHBIC TEOPUH
BO3HMKHOBEHHs  (MH(EKINOHHBIE,  MeTaboJInyecKue,
TOKCHYECKHE W TI.) OJHAKO BCE OHM HE HAllIM CBOETO
noatrBepxaeHus [3]. B HacTosiiiee TEPMHUH «MacTOLM-
TO3» OOBEIUHACT MIMPOKUH CHEKTp HpoirdepaTHBHBIX
HapylIeHUH ¢ y4yacTHeM TyuHbIX KieTok. CylecTByeT
6 pa3IMYHBIX IIOJBHIOB MAacTOLMTO3a: a) NUTMEHTHas
KpanuBHHIA; 0) MacronuToma; B) MU(Qy3HBI KOXKHBINA
Macrouuto3; T) telangiectasiamaculariseruptiveperstans
(TEMP, wmm TeneaHTMdKTa3usl ISTHHUCTash 3pYNTHBHAS
MIEPCUCTHPYIOIIAs); /1) CUCTEMHBIII MAacTOLMTO3 HE) JIeH-
KeMHUsI TYUHBIX KJIETOK [4].

MacTonuro3 TpencTaBiIseT COOOW THIEpIUIacTHY-
HBI OTBET Ha aHOMAJbHBIH CTHMYJ, YTO MOXET CUH-
TaThCsl NpoiH(EepaTHBHBIM NPOLECCOM TYYHBIX KIIETOK.
MerogoM MoJeKyJsipHOW Ouosnoruu ObLT  OlpeaeseH
MEXaHM3M DETYJIHMPOBAaHUS pOCTa TYy4YHBIX Kierok. Mc-
CIICZIOBAaHUSIMH BBISIBIICHBl MYTallid B IPOOHKOT'€HHOM
peuenrope C-kit. Anamm3 myranmii C-kit B K0oke MeTo-
qoMm IIMP moxer ompenenuTs MAUEHTOB, y KOTOPBIX
BEJIMKA BEPOSITHOCTh XPOHHYECKOTO 3a0oyeBaHus (My-
tarms C-kit monmoxwurenbHas; B OCHOBHOM Yy B3POCIIBIX),
B OTJIMYME OT MAlUEHTOB, KOTOPBIE UMEIOT MPEXOAALIYIO
¢dopMy MacronuTo3a (B OCHOBHOM y neteid) [4]. MHorue
aBTOPBI PACCMATPUBAIOT «MACTOLMTO3» M «IUTMEHTHYIO
KpanumBHUIY» Kak CHHOHHMMBI, onHako «[lurmenTHas
kpanuBauna» (I1K) sBisercs nummb BapuaHTOM MacTo-
LUTO3a, NpaBaa Hambojiee YacTo BCTpedarommMmcs (10
70%) [1,2]. Knuauka IIK MoxkeTr pa3BuBarbcs B Iiep-
BbI€ TOZBI JKM3HW, W JaXe NP POXKIACHUH. Bbichmanns
OOBIYHO TIPEJICTABIEHBI CJIErKa IPHUIIOJHATHIMH HaJ
MTOBEPXHOCTBIO KOXKM IIATHAMH, OJISIIKAMH WM y3JIaMH
KOPUYHEBO- KPACHOTO, EITOr0 WM TENEeCHOro LBETa.
Beickimanuss MoryT OBbITH Ha JIIOOOM Y4YacTKe TYJIOBH-
ma, HO HauOoJjplIas IJIOTHOCTh OYaroB HaOJIOJaeTCsl Ha
TynoBuie. KOHTaKT ¢ TNpOBOLMPYIOMIMMH (DaKTOpaMH
MOXET BBI3BIBATH KOHTAKTHYIO YPTHKApHYIO PEAKIHIO.
B 1/3 cnyyaeB MOXeT OBITh IMOJOXHUTEIBHBIA CHMIITOM
«BOCIIaMeHeHUs» Japbe-YHHbI, KOTOPBIH XapakTepu3y-
€Tcs MOSIBIICHHMEM OT€Ka KOXKM U OKpalllUBaHHSA B PO30-
BO-KpacHbIH 1IBeT B yyacTke TpeHus [1,2,5]. Jluarnoctu-
yeckasi IEHHOCTh 3TOro (peHOMeHa BeJMKa, TaKk Kak OH
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symptom in a patient with pigmented urticaria.

MOXET OBITh JIETKO BBI3BAaH IOCKaONMBaHWEM TNajbLieM
mu00 mmareneM Win ykoiom uriod [2]. Kpome Toro, y
OOJIBHBIX MOTYT IPHCYTCTBOBAaThH CHMITOMBI, IPOSIBIIS-
IOIIMeCsS BCJICACTBHE BBICBOOOXKICHUS MEIUAaTOPOB M3
TYy4YHBIX KJIETOK: THIIOTEH3Us, TaXUKapAus, TOJOBHAas
Oomnp  (TOCIEACTBHS PACIIMPEHUSI COCYIIOB); OJIBIIIKA
(OpoHXOCMa3M); BHE3AIMHOE ITOKPACHCHHE KOXKH; JIHXO-
panka, 00Jb B KOCTSIX, OCTEOIICHHSI U OCTEOIIOpO3; yCTa-
JIOCTh, TOTEPS MacChl Tella U HCTOIICHUE; IUCIIEINCUs,
Iuapes W CHMIITOMBI $I3BEHHOM OoJsie3HM; Jerpeccus,
paccTpolCTBa HACTPOCHHMS, NOTEps KOHLEHTPALMH H
Ype3MepHas COHJIMBOCTB; CUMIOTOMBI T'€MOPParmyecKoro
nuare3a, OOYCJIOBJICHHOTO HapyUIEHHEM IUIa3MEHHOTO
3BeHa remocTaza. B muddepeHnmansHol TuarHocTuke
KOKHOM MAacCTOLIUTO3€ IIOMOraeT TUCTONAaTOJIOru4ecKas
KapTuHa OuonTara KOXH. JlMarHocTWka CHCTEMHOTO
MacCTOIITO3a OCHOBBIBA€TCA Ha MCCIEJOBAaHUM KOCTHO-
ro MO3ra, OMOIICHHM KOXHBIX U3MECHEHHH WJIM U3MEHEHHH
JIPyTUX OPraHoB, MOJIEKYJIIPHOTO HCCIENOBaHMs (MyTa-
st D816V rena KI/T) w yBenWdeHHOH KOHIEHTpaIWH
TPUNTa3bl B ChIBOPOTKE. MacTrouurapHas JeiikeMus - Ha
OCHOBaHMM OOHApPYXXEHUS MACTOLMTOB IPU aCHHMPALH-
OHHOH Omonicun xKocTHOro mMosra >20 %, B nepudepuye-
ckoit kpoBu >10 %, uHUIBTpanus OpraHoB, YacTto 0e3
U3MEHEHHUH B Koke. JIedeHne MacTolMTo3a CIIOKHAs 3a-
Jlada 1 JI0JDKHO OBITh KOMIUIEKCHBIM. Bpady HeoOxommumo
IIPOBO/INTH Pa3bsCHUTENBHYIO Oeceqy O IOCIEACTBUIX
3a0osieBaHMsl M JaTh OOLIME PEKOMEHJAINUU OOJIBHOMY.
ITooToMy oOrpoMHOE 3Haue€HUE MPUHAAIEKUT pPaHHEH
JIMarHOCTUKE 3a0oieBaHus. [IporHo3 3aBUCHUT OT (OPMBI
MacTOLMTO3a. Y B3pOCIBIX CIOHTAHHAS PEMHCCHUSI PENKO
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Puc. 1. KoxHble NposiBNeHUA NMUrMEeHTHOW KpanuBHULbI
y naumeHnTa. Skin manifestations of pigmented urticar-
ia in the patient.

Puc. 2 u 3. NMonoxutenbHbIn cumnToMm [apbe-YHHbI y nauMeHTa ¢ NMrMeHTHOM KpanuBHuuein. Positive Darya-Unna

Bo3HuKaeT. Koxupii mactoruro3 (KM) nHmoNneHTHBI 1
TACIOIUI cucTeMHBIH MacToruTo3 (CM) xopomio pea-
THPYIOT Ha CHMITOMATHUYECKYIO TEPAIllMI0 M HE BEOYT K
CHIDKCHUIO JUINTEIBHOCTH XHM3HU. [IporHO3 y OOJBHBIX
¢ arpeccuBHbIM CM pa3Hblif — CpeaHss BbDKHBAEMOCTb
cocraBisieT 41 mec. B ciydae ke ¢ MacTolMTapHOM Jel-
KEeMHE MPOrHo3 B OCHOBHOM IUIOXOH [4].

[IpuBoguM cobcTBeHHOE HaOmoaeHue. bonprOW 1,
24 jner, oOpartuics ¢ kano0aMu Ha BBICHINIAHUA 110 BCEMY
TeJly KOPUYHEBOTO I[BETA, KOTOPBIE €TI0 HE OECIIOKOSIT.

Anamnesis morbi: co ci0B MaTepu TEpBbIE BHICHIIA-
HUSI TIOSIBUJIMCH B 6 MECSYHOM BO3pAacTe, KOT/Ia Ha KOXe
JIMLA CTaJIW TOSBIISITHCS BBICHIIIAHUSI TEMHOBATOTO I[BETA,
KOTOpBIE CTaJIN TIOCTEIEHHO PacIpOCTPAHSATHCS MO BCe-
My Telly, Hayaio 3a00JeBaHHs HH C YeM HE CBS3BIBACT.
VYuuteiBasg, Bo3pacT pebeHKa CyOBEKTHBHBIE pacCTpOM-
CTBa Ha TOT MOMEHT yKa3aThb He MOryT. Poaurenu pe-
OcHKa HEOJHOKPAaTHO OOpallajinch K BpadyaMm MO MECTY
KHUTEIIBCTBA, OJHAKO KAaKOW JWarHo3 YyCTaHaBIIMBAJICS
peOeHKY He 3HAIOT, KaKMMHU Hpernaparamy IMPOBOAMIOCH
JIeYeHne He TOMHSAT, HO 3¢¢eKTa OT MOoIydyeHHOH Tepa-
iy He oTMedan. CIycTs HECKOJIBKHX JIET 0e3yCHenIHo-
TO JICYCHHUS TepecTany odpamaTteCst K Bpayam, TeM Ooiee
YTO BBICBHIIAHUS IEPHOIUYECKH MEHSUIM IBET, TO €CTh
NepruoiaMH CBETJIENH, a HMHOI/IA NPUOOpEeTanu TEeMHBIN
OTTEHOK BHOBb. C 4eM 3TO CBS3aHO yKa3aTh HE MOTJIH.
B nocnennee Bpemsi 0OJBHOW 3aMETHJI, YTO NPU PE3KOH
CMEHE TeMIIepaTypbl BHEIIHEH cpesbl (IIpH BXOJE U3 XO-
JIOZIa B TEIIOE TOMEIIEHHE) BBICHINAHUS KPacHEIoT, CTa-
HOBSITCS SIPKO BBIP@)KCHHBIMH, YE€M JOCTaBIISIOT OOJIBHO-
MY AUCKOMQOPT.
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Anamnesis vitae: poamics or 1 OepeMEHHOCTH U Po-
JI0B, OEpeMEeHHOCTh IpOoTeKajla HOPMaIbHO, (pHU3MNOJIOTHU-
yeckue pojabl 0e3 ociokHeHHi. B ¢usmueckom M Heps-
HO-TICHXUYECKOM pa3BUTUH OT CBEPCTHHKOB HE OTCTaBall.
AJneproysornyeckuii aHamMHe3 He OTSTOLICH, Opak He
OMU3KOPOICTBeHHEIN. B anamHe3e - yacteie OPBU.

Status praesents. OOmiee COCTOSIHHE YAOBIETBOPH-
TenpHOE, acTeHnuyeckoro tenocnoxenus, IDKK Beipa-
xKeHo cnabo. BumumMele crnusucThie 000J0YKH PO30BOTO
uBera, yuctele. [lomocTs pra canuposaHa. JIumdaruue-
CKHE Y3Jbl HE YBEIHUYCHBI, 0e3 00Je3HEHHBIX OILIYIIECHUH
IIPY Maiblalliy, He CHasHHBI MEXIy co0O0i M C OKpyKa-
oM TKaHsMu. CoOCTOSHUE IbIXaTeNbHOH, cepied-
HO-COCYANCTOM, NMHIIEBAPUTEIBHON cHCTeM 0e3 maTolo-
THH U COOTBETCTBYIOT BO3PACTHOH HOPME.

Status localis: KOKHO-TIATOJIOTHYECKUN TIPOLIECC HOCHUT
XPOHHUYECKHH paclpoCTpaHEHHBIH BOCHAINTEIbHBIN Xa-
pakTep, pacnonaraercs Ha KOXKe JIMIa, TYJIOBHINA, BepX-
HUX M HIDKHAX KOHEYHOCTSX. DJEMEHTAMH MOPaKECHUS
SIBJISIFOTCS TUTIEPITUTMEHTHBIE MSITHA, OT CBETJIO- KOPHYHE-
BOT'O JI0 KOPUYHEBOTO IIBETA, MECTAMU C PO30BBIM OICH-
KoM, pazmepom ot 0,2 no 0,5 cMm, HerpaBWILHOH (HOPMBI,
C YETKMMH TPaHUIAMH, CKJIOHHBIX K ciusuuio (Puc.l).
Cumnrom Jlapse—Yunsl nonoxurensusii (Puc 2,3).

CyOBEKTUBHO - HE OECIIOKOUT.

Pe3ynbraThl  KIMHUKO-JIAOOPAaTOPHBIX METOAOB HC-
cnenoBanus. OOmmii aHanmu3 KpoBu: remornodun 120
/i, spurpormthl 4,0x10E/n, netikormrter 5,0x109/1, ma-
JoukosiiepHele-2%,  cerMeHTOosAepHbIe-60%,  203HHO-
¢ubl-7%, 6azoduisl 0%, mMoHOIMTHL 3%, JTUMQOIUTHI
28%, tpombommTer 200x109/11, iBeTOBOM MOKa3aTens 0,9
en. COD 2 mm/u. OAM - okcanaThl, OOLIKI aHAIN3 Kala
- IpU3HAKK AUCOaKTepro3a.

BruoxuMuueckoe uccienoBaHHE KpOBU: OMIMPYOMH
o0muii - 20,6 MKMOJIB/JI, CBI3aHHBIN - 5,1 MKMOJIB/JI, He-
CBsI3aHHBIA 15,5 MKMoOB/1, Taoko3a 4,1 mMMonbe/m, AJIT
26 E1%, ACT 22 E1%, ammuna3za TotallgE 74,5 ME/mn

ITpn Y3U OpromHO#H MONOCTH BBISBICHBI PEaKTUBHBIC
HM3MEHEHHMS B IIOJKETYAOUHOM XKemese.

Ha ocHOBaHUM TUNWYHON KIMHUYECKON KapTHUHBI, MO-
JIOXKHUTENBHOTO cuMNTOMa Jlaphe- YHHBI ObLT yCTaHOB-
JieH auarHo3: «[IMrMeHTHast KpanuBHULIAY.

boutn HasHaweHs! Oiokatopsl H1- penenrtopoB rmo-
clegHero mokojeHus kKypcamu mo 30 gHel B TedeHue
3 mec: uernpusuH 10 mr B cytku 30 nHeid, s6actun 20
mr B cytku 30 nHell, nesnopatamuH 5 mr B cyTtku 30
qHel. MecTHO Ha BBICBIIAHMA — IIPEAHU30JIOHOBAs
Ma3sb 2 Hefl.

B pesynbraTe nNpoBENEHHOTO JEUYEHHS OTMEUANOChH
KIMHUYECKOE YJIyYIlleHHE B BHJE YMEHbIIEHHUS WHTEH-
CHUBHOCTH I[BE€Ta OJJIEMEHTOB, HEKOTOPBIE BBICHIIAHUS
(TpenMyIIECTBEHHO Ha TYJIOBHILE) IOJIHOCTHIO NCUE3IIH.

Bouin naHbl cnemyrone peKOMEHAALUU: UCKITIOUeHe
¢usnyecknx (GaKkTOpPOB, JICKAPCTBEHHBIX MPENapaToB
(y1nbepaTopoB THUCTaMMHA), BBI3BIBAIOIINX JETPAHYJIs-
LU0 TYYHBIX KJIETOK; €XErojHoe o0cieoBaHue, BKIIO-
yaroree OOIIMHA aHANIM3 KPOBU C JicHKouuTapHOU (op-
MYJIOH, OMOXMMUYECKHH aHaJIW3 KPOBH C ONpE/CICHHEM
amuHOTpaHcdepas, Y3U OpromHoi obxacTH, ykpere-
HUE UMMYHUTeTa, HopManuzanus Gyukunu XK KT.

Takum 00pa3oM, MacTOLMTO3 SBISETCS MYJbTH(hAK-
TOPHBIM HEOIUIACTUUECKMM  3a00JIeBaHHEM, XapakTe-
pusytomieecs npoiudepanyeldl TYYHBIX KIETOK B OJI-
HOM WJIHM HECKOJIBKHX oOpraHax. B perckom Bo3zpacre
B OCHOBHOM BCTpeyaercst KoxkHas Qopma. Jluarnos
KOXKHOTO MAacTOLIMTO3a IpPU HAIWYMKA TUIOUYHOH KIIHU-
HUYECKOM KapTHHBI U IOJIOKUTENBHOrO cuMnToMa Jla-
ppe — VYuHa (YpTHKAapHbIH OTEK 3JIEMEHTOB HHIMEH-
TallMd B OTBET Ha MEXaHMYECKOE pas3JpakeHHe), He
MIPEACTaBIsIET OCOOBIX 3aTpyJHEeHMH. PaHHsAS nuarHo-
CTHKa JaHHOTO 3a00JIeBaHMs II03BOJISIET pa3paboTaTh
aJIeKBaTHYI0 TaKTHKy B BEICHHUU MAIUEHTOB JaHHOU
KAaTEeropuu, 4YTO MOXKET YIYYIIUTh KadecTBO JKHU3HU
OOJIBHBIX.
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