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BBEAEHUE

[TepBuuHble pybroBble anonenuu (PA) mpezactaBiasiloT cob0il reTeporeHHYO
[0 3THONATOreHe3y, XapaKTepy TeueHMs, MPOTHO3Y M OTBETY Ha Tepaluio Tpym-
ny 3a6oseBaHUi BONOCKUCTON YacTH ronoBbl (BUI). OTinuuTeNbHAs 4epTa 3TUX
ZlepMaTo30B — pyOLOBble M3MeHeHUs B Pe3yJIbTaTe BOCIATUTEILHOIO OPaKeH!s
BOJIOCAHBIX GpoutiKynoB (BD) u koxu ¢ popMHpOBaHHEM CTOMKOTO OOJIBICEHHS.
Haubosee gacto u3 nepBUYHbIX PA BCTpeYaroTCs WA MIOCKUH GOJUTMKYISIPHBIN
(JIII®), ¢pponranvHas ¢ubposupyomas anonenusi (PDA) u nexanbBUPYOLMN
dommukynut (D). BcKphIBAaIOMUI LeJUTIONUT, SPO3UBHBIN MyCTYJIe3HbIN JepMa-
T03, GPOHTAJIbHAS AJIONEHs C XapaKTePHBIM MATTEPHOM pacipe/ieJieHus U Apyrve
ZlepMaTOo3bl U3 NaHHOM IPYIIILI OTMEYaloT pexe.

OTHOCUTENBHOU PeAKOCThIO IepBUYHBIX PA, cX0[CTBOM UX KIMHUYECKOU Kap-
THHBI, 0CO0EHHO Ha QUHATBHBIX CTAAUSX BOCIAJUTENBHOTO TpoLiecca, 00ycIoBIe-
HBI CJIOKHOCTU MX Pacro3HaBaHus U JudepeHInanbHON JUarHocTuK. CUTyanus
ycyrybisieTcst TeM, 4TO B psifie CydaeB NepBUYHbIE PA MOTYT HamOMHUHAThH HEpPy6-
II0BbI€ BU/bI OBJIBICEHUST UK coveTaThest ¢ Humu. Ocmotp BUT ¢ momorbio mep-
MAaTOCKOIIa paclypsieT JUarHOCTUYeCKre BO3MOXXHOCTH KIMHULIMCTOB, I03BOJISAA He
TOJIbKO BBIJIEIUTh XapaKTepHble AJA KaXKA0ro U3 [1epMaTO30B TPUXOCKOIHUYeCKue
IPU3HAKY, HO U OBBICUTH NHYOPMATHUBHOCTD THCTOJIOTMYECKOTO MCCIIeZIOBAHMUS.

ITatorene3 nepBu4HbIX PA pacmmdpoBas HemocTaTodHO. OCHOBHON MeXaHU3M
¢dbopMupoBaHMs IEPMATO30B JAHHOU TPYIIBI COCTOUT B II0TEpe UMMYHHOW MPUBH-
nernu knetkamu BO, Bocnianenun v ¢pubpo3se, B TOM YHUCIIe 32 CUET SMUTENTUATbHO-
Me3eHXMMaJbHOro nepexoga. Takue U3MeHEHUs Pa3BUBAIOTCA y MALIMEHTOB C re-
HeTU4ecKO! MpeapacrosioXeHHOCThI0 Ha QOHe JIeHCTBUSA KOMIUIEKCA SH/OTeHHbIX
¥ 5K30TeHHBIX (paKTOPOB M XapaKTePHBI IJIsI 3HAYUTEIbHON 9acTH TMMPOLUTaPHBIX
nepBudHbIX PA: JITI®, ®DA 1 ppoHTaNbHOH aN0Nenyy ¢ XapaKTePHbIM IIaTTePHOM
pacripesienenus. I1py HeMTPOPUIBbHBIX MM CMEIIAHHO-KJIETOYHbIX IePBUYHBIX PA,
HarpuMmep O wnu numdounTapHoM QOJUIMKYIUTE, HA HEPBBIA IUIaH BBICTYIIAET
nepcucTupyomas nHdeKIMs, KaK NPaBUiIo, BbI3BaHHASA S. aureus, U abeppaHTHbIN
VMMMYHHBIN OTBET Ha aHTUTe€HbI MUKPOOPTaHU3MOB.

Jleyenue nepBuyHbIX PA — cnoxHad 3agada. CXOACTBOM 3BEeHbEB IaTOTreHe3a
ZepMaTo30B JJaHHOH TPYyMIbl 00YCJIOB/IEHA U OTYACTH COBIMAJAIONIAsl TaKTUKA Be-
neHus nanreHToB. OCHOBHBIE OAXOAbI K Tepaluy NepBUYHbIX PA BK/IIOYaIOT Ha-
3HayeHue MPOTUBOBOCIAIUTENIbHBIX IpernapaToB, B YaCTHOCTU TONMYECKUX WU
CHCTeMHBIX IIIOKOKOPTUKOU/IOB /WM IUKJIOCIOPUHA A, M MHTHOUTOPOB KaJbLU-
HEeBpPHMHA, PeTUHOU/IOB, TUAPOKCUXIOPOXUHA W anicoHa. Ha no3aHux sTamax 3a-
60J1eBaHUA KOCMETUYECKH Pe3yJIbTaT MOKET OBbITh ZOCTUTHYT C MTOMOIIBIO TPaHC-
IUIaHTAaIUX BOJIOC.

B pyKOBOACTBe cHCTeMaTHM3MPOBaHbl CBeJleHHs O MepBUYHBIX PA. ITpuBesieHsl
IaHHble 06 UX KIacCUpUKALUY, TaToreHe3e, KIMHUIeCKUX MPOSIBJIEHHAX, OX0/aX
K IMarHOCTHKe, B TOM YHCJIe C UCTI0JIb30BaHMEM [IepMaTOCKOIMY U TUCTOJIOTUYeCKO-
O MCCJIe/I0BaHMSA, a TAKXKe MeTO/Iax JIeueHHUs.

BeegeHue
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PA BO3HUKAIOT B pe3yiabTaTe noBpexzaeHus B®, paspymeHus ux CTPyKTyp
u 3amelenus pyorosoit Tkaneio (Fanti P.A. et al., 2018; Price V., Mirmirani P.,
2011; Uchiyama M., 2022). BeipensioT nepBU4Hyt0 1 BTopuuHyto PA. ITpu nep-
BAYHON — OCHOBHOM MUIIEHbIO BOCNIAJIUTEIBHOTO Tpolecca cayxat BD, npu BTo-
PUYHON — B IepBYIO Ouepenb IOpa)KaeTcs AepMa, a 3aTeM B IPOLIeCC BOBJIEKAOT-
csg BO. BropuuHasi PA MoxeT pa3BUBaTbCSl B pe3ysibTare TPaBM, HHOEKIIMOHHBIX
¥ HenHQEKIMOHHBIX OPa)KeHUH KOXH, IIPU HOBOOOPA30BAHUSAX, JIOKAIU3YIOIIHX-
cs Ha BUT (Ta6n. B1, puc. B1), To ecTh NpH CIy4ailHOM y4acTuu CTPyKTyp BD
(Uchiyama M., 2022).

ITpu nepBuuHOi PA B pe3yibTaTe BOCHaleHUs pa3pymialoTcs CTPyKTypbl BO,
BKJII0Yast 30Hy bulge, comepxarnyro GpoJUMKYNAPHbIE CTBOJIOBbIE KIIETKH, YTO TPH-
BOZUT K cToiiKoMy o6ubicenuto (Uchiyama M., 2022). HauboJee 4acTo 3T0 mpouc-
XOJWT B pe3yJibTaTe NOTepPU MMMYHHO! IpuBuiernu kinerkamu B, opmupoBaHus
nepudOIITUKYIIPHON BOCIANMTENbHON MHOUIbTPALUK U3 TUMQOIUTOB, SBIEHUH
3MUTENATbHO-Me3eHXMMaIIbHOTO Iepexofia, a TaKXKe HapylleHus MeTabosn3ma
JIUTU/IOB, BBI3BIBAIOLINX CTPYKTYPHBbIE /UK QYHKIIMOHAIbHbIE U3MEHEeHUs Callb-
HbIx xene3 (Uchiyama M., 2022). Pax nepMaTo30B JaHHOM IPYMIIBI MOXeT 06Ja-
laTh CXOZ{HBIM I'eHeTHYeCKUM NpodHIeM C MOBBIIIEHNEM SKCIPECCUN TeHOB, pery-
nupyomux GuOpPo3 1 UMMYHHYIO CUTHAIM3aUUI0, GYHKIMOHANBHYI0 aKTUBHOCTh
ty4yHbIX Ketok (Wang E.H.C. et al., 2022). CxozicTBO POGUIIS 3KCIPeCCHU TeHOB
JlaeT OCHOBaHMe HEKOTOPbIM aBTOpaM Ipe.rosaraTb, 4YTO aHaJOTMYHbIe CXeMbl Jie-
9eHUSI MOTYT ObITh 3 PEeKTUBHBI IPH Pa3HBIX MepBUYHBIX PA. IIpu Ipyrux nepeud-
HbIX PA B® u 30HbI bulge pa3pymmaoTcs BeieicTBYe TePCUCTUPOBAHUS UHOEKINH,
BBI3BAHHOM S. aureus, 1 GOPMUPOBAHUS TUIePYyBCTBUTEILHOCTH K aHTUTeHaM OaK-
tepuii (Bolduc C. et al., 2016). ViIMeHHO O3TOMY NP JIEY€HUU AE€PMATO30B TOH
TPYIIIbI UCIIOJIB3YIOT aHTUOAKTepUaIbHble TPeNnapaThl B COYETaHNUH C TOMMYECKIMU
WJIM CUCTEMHBIMY IJIFOKOKOPTUKOU/IAMU MJIM MHTMOUTOPAaMH KaJIbLIMHEeBPHHA.

Ta6nunua B1. [[pyYMHbI BTOPUYHBIX PyOLIOBBIX alONeL i

BropuuHbie
pyOLoBbIe anonenuu

IIpuuuHbI

B pesynbTate feiicTBUsA 9K30-
TeHHBIX (aKTOPOB

®usnyeckas TpaBMa, XMMUYECKHE 0XKOTH (Ie04n

1 KUCJIOTBI), TepMUYecKre 0XOTrY (IJIaMeHeM, IapoM,
ropsiueil BOZOM U MacjaMu), paJuallMOHHble Iopae-
HUS, 3JIeKTPUYEeCKre 0KOoTU (PesiKo)

WHdexnnoHHbIe 3a601eBaHMs

BupycHbie, rpubKoBbIe, GaKTepranbHble HHOEKINH

BocnanuresnbHble HerHpek-
IMOHHbIe 3a6071eBaHuUA

CkJiepoziepMust JiMHelHast, HATOMUHAOIast pybery
nociie ynapa cabneit (Gp. coup de sabre), numaii ckie-
pO3UpYIOmuii ¥ aTpodUYecKnii, eMPUrons CIU3UCTHIX
06osouek u apyrue Gysuie3Hble epMaTo3bl, CAPKOUI03

HoBooGpa3oBaHust KOXU
BOJIOCHCTOM YaCTH T'OJIOBBI

Ba3abHOKJIETOYHBII paK (eCMOMIacTHIecKas
dopma), nTumMpoma KoxH, MeTacTasbl OMyXoJei

BpoxzneHnHas ania3us KOXu

raMapTOMbI, o4arosasi THUIIOIJIa3ud KOXKH

BeegeHue




Puc. B1. BropuuHaa pybuoBas anoneuus

(KNMHMYecKan, fepmMaToCKONUYecKas n rmcTo-

Niornyeckan KapTuHa): CKNepoaepmMusa nuHen-

HaA BONIOCMCTON YacTu ronosbl (1-3), cknepo-

3UpYOLWNIA 1 aTPODGUUECKNI NINXEH KOXU LLEN
n nuua (4, 5)

BeegeHue
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Puc. B1. [lpodonxeHue. BropuuHas py6uoBas anoneuns (KIMHNUYeCKas, AepMaTockonmyeckas

W rMCcTONorMyeckKan KapTuHa): aTpoduUecKmnin IMXEH KOXN Wen 1 nuua (6), capkougos mMenko-

y3enKoBblii 0bnacT 6poseit (7-9), capkompaHan peakums Ha MecTe BBEAEHUA NUrMeHTa npu
TaTyake 6poseii (10, 11)

BeegeHue



Puic. B1. llpodonmxeHue. BropnyHas pybuoBas
anoneuna (KnMHM4Yeckasn, gepmMaTocKonuye-
CKasA U rucTonornyeckas KapTuHa): capkous-
HaA peakuusa Ha mecTe BBefAeHWA MUrMeHTa
npu Tatyaxe 6posein (12, 13), 6a3anbHoKNe-
TOYHBIIN PaK BOIOCUCTOM YacTy ronosbl (14-16)

BeegeHue
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12

17

19

21

BeegeHue

18

20

Puc. B1. [IpodomkeHue. BTopuuHaa py6-
uoBadA anoneuma (KNMHUYECKan, fepmaTo-
cKonmMyeckasa W TUCTONOrMyeckas KapTuHa):
MeTacTasbl B KOXY BOJIOCUCTOW 4acTWu rono-
Bbl (17, 18), nunomaTprKcoma KOXMW BONO-
cucTor yact ronosbl (19, 20), TPUXOMUMKO3,
NHOUNBTPATMBHO-HarHonTenbHaa gopma (21)



22

24

Puc. B1. OkoH4aHue. BropuuHaa py6uoBas

anoneuns (KNMHUYeCKas, AepmaTocKonuye-

CKas 1 MMCToNorMyeckas KapTuHa): TpUxXomu-

KO3, UHPUNIBTPATMBHO-HAarHouTeNbHasA ¢opma

(22-24), TpaBMaTMUYeCcKoe MOBPEXAEHNe BO-

NOCKCTON YacTW ronoBbl ¢ GOPMMpPOBaAHMEM
pyb6ua (25, 26)

23

25

26

BeegeHue
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PA otHocaT k peakuMm 3abosneBanussM koxwu (https://rarediseases.org/rare-
diseases/cicatricial-alopecia/). Ilo pe3yabraTaM MHOTOILICHTPOBOTO PETPOCIIEK-
TUBHOTO HCCJEAOBaHUs, MPOBEAEHHOro B cTpaHax EBporbl, AMepuku, AdGpuku
¥ B ABCTpaJluM M BKJIIOYaBIIEro AaHHbie 2835 mauueHTOoB, PA AMarHOCTUPYIOT
B 3 pasa pexe, yeM HepyOuoBble. YacToTa HepyOLIOBBIX ajloneluil, Mo JaHHbIM
S. Vaii6-Galvéan u coasrt. (2019), coctaBusier 73%, pyoLoBbix — 27%, B TOM 4KcClie
DDA — 10,8%, JID (xnaccuueckas popma) — 7,6%, 1D — 2,8%, TUCKOUTHOM
kpacHoit Boauanku (KB) — 1,9%, ¢pubposupyroiiieii alorelun ¢ XapaKTepHbIM I1aT-
tepHoM pacnpeneicuust (DAIIP) — 1,8%.

DDA u knaccuueckyto opmy JITID auarHoCTUPYIOT HanboJIee YacTo, Ha ITH
nepmato3bl npuxomutcs 40,1 u 28,4% Bcex ciydaeB PA. J1®, nuckounnyio KB
n OATIP BeIgBISIOT cylecTBeHHO pexe. Kenmonnneie akue, JI® 1 nuckounHas KB
rnopaxaroT Jaiie MyxXunH, a DDA, nieHTpaabHas LeHTpoOeKHas pyOLioBas ajorne-
must (LIIIPA) u ®ATIP — xeHmuH. YacTora obHapyxeHust PA BappupyeT B pa3HbIX
cTpaHaxX M Ha pa3HbIX KOHTMHEeHTax. Hampumep, B Apprke B cTpyKType 3a00seBa-
eMOCTH JTOMUHUPYIOT TpaKIIMOHHAs ajonenus, keaonmaHele akHe, LIITPA u 1D,
B CeBepHoit Amepuke — MDA, a B lOxnoit Amepuke — DATIP.

Mbp1 HaOmonanu 189 mamueHToB ¢ nepBuuHOil PA. B cTpykType 3abosieBaeMo-
ctr gomuHUpoBai JITIM, KkoTtoperit nuarHocTHpoBan B 72% ciydaeB. DTo Hanbo-
Jiee pacnpocTpaHeHHasl (hoopma nepBuuyHoil PA y moneit o06oux mosios, mopaxaroiasi
74,6% xenmuH u 63,8% Myxuun. [Ipu sTOoM Kiaccuyeckasi ¢opma 3abojieBa-
HUSI BcTpevasiach Haubosee yacto (72,1%), a DDA — B 3,9 pasza pexe, CUHAPOM
IMukkapau—Jlacciospa—JIurria — B 10,3 pasa pexe (y 18,6 u 7% nauneHTOB COOT-
BETCTBEHHO). Y TpeX MallMeHTOK OTMEYEeHO coueTaHue Kiaccuieckoit popmbl JITTD
u OOA. Nuckouanyio KB u J® sBuisBisior B 12,2 u 9,5% caydaeB. Oba gepma-
TO3a TAKXKe 4Yallle IopaxaT XeHIIMH — 78,3 u 88,9% y XeHIIUH 10 CPaBHEHUIO
¢ 21,71 11,1% y myxuuH cooTBeTcTBeHHO. Hanbosee penkast popMa mepBUYHbBIX
PA — paccexaronuii eJUTIoIMT: 0OHapyXeH y 6,3% MalMeHTOB, Cpely KOTOPhIX 10-
MUHUPOBAIKA MYKUMHBI (83,3% ciydaeB y My>KUMH MO cpaBHeHUIO ¢ 16,7% ciydyaeB
Y XEHIIUH).



120

naBa 4

dnbpo3npytolLan anoneumsa ¢ XxapakTepHbIM
naTTepHOM pacnpegeneHus

KnuHnueckaa kaptnHa OATP xapakTepusyetcs MMHUaTIOpU3aLmen, ICTOHYEHEM
1 anddysHom noteper BONOC B aHAPOreHHe3aBUCUMbIX 30Hax BYl, a Takxe npu-
3HaKaMu BocCrasneHus B Buge GonnvKynspHOro Kepatosa v nepudonnnkynapHom
SpUTEMDI.

lMcTonornyeckasn KapTrHa 3aboneBaHUsA BKIOYaeT MyHMaTiopu3auuio BO B aHapo-
reH3aBUCKMbIX 30HaX U NepUdONINKYAAPHbIA NMMbOrMCTMOLMTAPHbIN UHOUIIb-
TpaT, PacMnoOXeHHbIN BOKPYr yCTbA 1 Mnepellenka BO, KOHUeHTpUYecKknii nepu-
bonnunkynapHbIA namennapHbIi Grbpos.

Mpu Tprxockonuy ONpefenslTCca aHU30TPUXO3, MepUNUINApPHble TpybuaTbie
CTPYKTYpbl, NoTeps ycTtbes BO.

MpenapaTbl NepBOW NNHWUW NPU NeveHnn GUbpPo3MpyoLLen anoneLmmn C Xxapakrep-
HbIM MATTEPHOM NpPeACTaB/IeHbl FTIOKOKOPTUKOUZAMN A1 HAPYXKHOTrO NPUMEHEHNA
UM BHYTPUKOXXHOIO BBEAEHMSA, KOTOPbIE UCMOMb3YT B KOMOMHaLMN CO CpefCcTBa-
MU, CTUMYSIMPYIOLWMMI POCT BOJIOC (MUHOKCUANN), @ TakXKe aHTMaHaporeHamu (du-
HacTepua).

@OAIIP — oTHOCHTENBHO HeZlaBHO ONMCAHHBIN BapuaHT nepBu4yHOM PA (Zinker-
nagel M.S., Triieb R.M., 2000), xapaKTepu3yIOMUICs BbIIaZleHNEM 1 MIHHATIOPU-
3a1ueii BOJIOC B I0OHO-TeMeHHO# 061acTy. BhinazieHre BOJIOC IPOMCXOAUT KaK IpH
aH/IPOreHeTUYeCKOH ajoNery U COYeTaeTcsl C KIMHUIeCKUMH, TPUXOCKOIUYeCK -
MH ¥ THCTONATONornyeckuMu nmpusHakamu JIIIO (Griggs J. et al., 2020; Turega-
no M.M., Sperling L.C., 2017).

Mcmopuyeckue acnekmol

TepmuH «prOpo3MpyIONIas aNONenys ¢ XapaKTepPHbIM aTTePHOM pacrpeziesie-
Hust» ObLT nipezsioskeH M.S. Zinkernagel 1 R.M. Triieb (2000). ABTOpBI IpezicTaBu-
m 19 nanuenToB (15 jkeHIIMH U 4 My>UYKH) C BbllIaJleHHeM BOJIOC B aHJPOTeH3a-
BUCHMOY 30He (I10 eHCKOMY WUJIM MY)XCKOMY Tuly) 1 yepTamu JIIID, B yacTHOCTU
obmnutepanyert ycrbeB BD, nepudouKyIapHOH 3pUTEMOH U TUIepKepaTO30M.
IIpy TPUXOCKOIMYECKOM ¥ MCTOJIOTMYECKOM HCC/IeZI0OBAaHUY BBISBJIEHO COYeTaHNe
IPU3HAKOB aKTUBHOM aH/[POTeHeTHYecKOol anonenuy (yBeJIndeHHe 4Kca MAHMA-
TIOPU3UPOBaHHBIX BD ¢ sexamumMu o HUMu GUOPO3HBIME TSHKaMU U ZIOJIH Te-
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JIOTeHOBBIX BoJioc) U JITID (mepudosnmKyasapHbIA TUMPOIUTAPHBIA UHOUIBTPAT,
uHTeperc-1epMaTuT, nepudoUTHKYISPHBIN IACTUHYATbIA GUOPO3).

B nmocrnezyrorye roabl MOSIBUNUCH MyOIMKAIWK, OCBAIIEHHbIE JAHHOMY ZiepMa-
T03y, 1 K 2019 T. 66110 ONyOIMKOBAHO 15 cTareit, coiepkaniux cesieHus o 188 ma-
nenTax ¢ @AIIP (Griggs J. et al., 2020), a k HacTosIEMy BpeMeHU UX KOJMYECTBO
pocruraet 30. JTo HacTOALIEr0 BpeMeH! OKOHYATeIbHO He PelleH BOIPOC, Cleayer
JIM cYuTaTh 3a00JieBaHMe BaPUAHTOM aHPOTE€HETUYeCKOH aJIoNeluy C JTUXeHOU -
HOU BOCIIAJIUTeJIbHOM peakiyeil unu BapuantoM JIII® ¢ BoBieyeHreM aHJpOTeH3a-
BHCUMBIX oOsacreit BUT (Griggs J. et al., 2020).

Snudemuonozaus

Mannbie 06 snunemuosnorud G@AIIP HeMHOTOYKCIIEHHBI. B cTpyKType 3aboeBa-
eMOCTH Pa3JNYHBbIMU aJloNelysAMU Ha Hee PUXOAUTCA 0KoJo 2% ciy4aeB (Vaiod-
Galvéan S. et al., 2019), a cpenu nepBu4HON PA OHa 3aHMMaeT 4yeTBepPTOe MeCTO
(6,8%). 3aboneBaHKe HECKOJIBKO Yalle auarHoctupyioT B CIIIA u pexe B EBporre,
Ascrpanuu u Appuke — B 3,5 1 1% ciyyaeB COOTBETCTBEHHO.

TTosiBUnMCH ny6n1/n<au1/m u o nauvenTax ¢ ®AIIP u3 fAnonnu (Kinoshita-Ise M.
et al., 2021). [Tpuvem y HMX HabII01aeTCs BhIMaJeHe BOJIOC HA MaKyIIKe, B IOOHO#
U cpefjHell 4yaCcTU TOJIOBbI C MUHMMAJIbHBIM PerpeccoM nepeziHeil IMHUM BOJIOC, TO
eCThb [TOBTOPSETCS «[APAallOTHBIM» IaTTePH aHAPOreHeTUYeCKOW aoNeluy, CBOU-
CTBEHHBI TpeficTaBUTeNSIM a3uatckoii pacel (Kinoshita-Ise M. et al., 2021).

®ATIP yaie o6Hapy)XUBAIOT Y KeHIIHH, 0c0OeHHO B MeHomay3e (Griggs J. et al.,
2020; Mardones F. et al., 2018; Zinkernagel M.S., Triieb R.M., 2000). ITo n1aHHBIM
R. Jerjen u coasr. (2021), Bo3pacT nanueHToK Bapbupyet oT 40 0 83 7eT, HO Hau-
6oJiee YaCTO AMArHO3 YCTaHABIUBAIOT B 60,7 Tozia. Y My)XUuH 3a60JIeBaHIe MOXKET
HAa4YMHATbCA HECKOJIbKO paHblne (Griggs J. et al., 2020).

Imuono2us U namoaeHe3

OruonartoreHe3 ®AIIP He pacmudpoBaH. BoIbIIMHCTBO aBTOPOB Ha OCHOBAHUU
CXOZICTBA 'MCTOJIOTMYECKON KapTUHBI U psZia KJIMHUYEeCKUX IIPU3HAKOB OTHOCAT ee
K rpymre JITI® (Du X. et al., 2020; Turegano M.M., Sperling L.C., 2017). Kak u npu
JIN®, npu OAIIP numdouuTapHblil MHPUILTPAT pacroyaraeTcss BOKPYT BepXHeH
tpet B®, ero paspymenue compoBoxzaaercss GOpMUPOBAaHUWEM BepPTHKAJIbHOTO
pyOlia, a KIMHUYEeCKU ONpesieISIIOTCS MPU3HAaKU QOJUIMKYJISPHOTO TUIepKepaTo3a
¢ popmupoBaHueM KacT u 3puteMbl. Kpome toro, @ AITP MOXeT cOUeTaThCst C CHMII-
tomamu OPA (Kamoona B. et al., 2013), B ToMm umcsie pereccreii TMHUM POCTa BO-
JI0C B JIOOGHO-BHCOYHOW 30He ¥ HEBOCIAIUTEIbHBIMYU JKeJIThIMU NalylaMy Ha JIULe
(Ramanauskaite A., Triieb R.M., 2015). OmucaHa cembsi, B KOTOPO# 1049b CTpaja-
na OOA, a ee matb — DAIIP, 4TO MOXET CBUIETENILCTBOBATH B MOJIb3y CXOAHOU
reHeTHYecKOou TpepacrosioKeHHOCTH K 3aboneBanusm (Missio D.M. et al., 2017).
KJtHIYeckoe ¥ THCTOIOrMYecKoe CXO/ICTBO 3a00JIeBaHUIA IaI0T OCHOBAHYE /IS CIie-
KyJIATUBHBIX MPeANonoxeHuit 06 obmHocTy natorenesa ®AIIP, DA u knaccu-
4yeckoi ¢popmel JITID, B ToM dnciie nmoTepe UMMyHOJIOrHYeckoi npusuiernd DCK
bulge.
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Ocob6erHoctb @AIIP cOCTOUT B TOM, YTO MHUIIEHbIO /7 BOCTANEHWs TIPU fiep-
Maro3e B IIepPBYIO Ouepellb CIyXaT MUHUATIOPU3MPOBAHHbIE U BeJIJyCHbIE BOJIOCHI
(Triyangkulsri K. et al., 2019). Ins nanuenTos ¢ @ATIP xapakTepHa BBICOKAs 4acTOTA
OTATOILEHHOTO CeMeHOro aHaMHe3a 110 aHAporeHeTnyeckoi anomneunu (De Mozzi P.
et al., 2013; Jerjen R. et al., 2021; Kamoona B. et al., 2013). BTo oTin4aeT nepmMaTo3
OT Apyrux 3aboneBanuii u3 rpymmbl JIIID 1 nofgHUMAaeT BOIIPOC OTHOCUTENIHO HIOAH-
COB €ro IaToreHe3a. Beicka3aHa CleKyJATUBHAA uzes, 4TO MMMyHHas peakLus IpU
DATIP Moxer ObITh HalpaBJieHA MPOTUB TI0KA HEM3BECTHOTO aHTUreHa B, KoTo-
pBIii To/IBepraercsi MOMUQUKAIMY TIPYU aHAPOTeHeTUYecKou ajonenuu (Missio D.M.
et al., 2017). TakuM obpa3om, 3aboJieBaHIe MPeCTaBIIsIeT COO0W YCUIeHHbIA UM-
MYHHBIH OTBeT Ha aHTUreHsl B, GpopMupyOmuiics/ M3MeHAIONMNACA TPU aH/PO-
reHerndeckoit anoneruu (Griggs J. et al., 2020), Tem 6GoJiee YTO MUKPOBOCTIAJIEHKE
1 Gubpo3VpOBaHIEe CBOMCTBEHHBI M CAMOW aH/[POTeHETHIeCKOH alonenuy, OHU Ha-
6monatorcst y 37% manuentos (Olsen E.A., 2005). Bo3mosxHo, ki1eTku BO mpu aTom
9KCIPeCcCUpyIOT UIUTOKUHBI, MHAYLUPYIOLIYe BOCIAIUTebHYIO0 peaKklyio 1 alloTo3
3MMUTEIMOLUTOB, a pa3BuBatomasics npu @AITP nMMyHHas peakLyis MOKeT ObITb Ha-
npasiieHa Ha fenenuio BO kak oprana (Missio D.M. et al., 2017; Zinkernagel M.S.,
Triieb R.M., 2000). Bro mMHeHue noaaepxuBaioT u H.D. Rezende u coasrt. (2019),
KOTOpBbIe OIKCAy NALMeHTKy C XPOHUYeCKOW peakliell «TpaHCIUIaHTaT IIPOTHUB XO-
3sa1Ha» U nopaxxenueM BUT, mpencrasnennbiM OATIIP. ABTOpEI ITpe/IIoNaraoT, YTo
pasn4Hble popMbl PA 1 @ATIP MOryT OBITH Pe3yJbTaTOM yCUJIEHUS T€HeTHYeCKH
ZleTepMUHMPOBAHHOW ITPOTrpaMMBbl y/jaleHus1 TOBpeX/JeHHbIX TKaHel, aHaJIOTMYHON
takoBo# y mblmreii (Eichmiiller S. et al., 1998), uto u nexut B ocHOBe GOpPMUPOBAHUSA
nepuOIMKYSPHON JIMXEHOUTHOM peakiuy U notepu BO.

ITonydeHs! faHHble, XOTS U HEMHOI'OUUCJIEHHbIE, O BBICOKOW YacTOTe ayTOUM-
MyHHBIX 3a60seBaHuil y nauueHToB ¢ @AIIP. Tak, R. Jerjen u coaBt. (2021) Ha-
6monamu 24 6obHbIX ¢ DAIIP, 8 (30%) 13 KOTOPBIX CTPafaiyd ayTOMMMYHHBIMH
3a060JIeBaHUAMY, B TOM YHCJIe LieJIMaKiel, peBMaTOMAHBIM apTPUTOM U NIePHULIU-
o3HO# aHemueir. Coo06IIaIoCh M O BbisABIeHUH Y TanueHToB ¢ OAIIP aHTHHYKIIe-
apHBIX aHTUTEJI U aHTUTeJI K HYKJIeONpoTenHaM, B YacTHOCTU aHTU-SSA-60/52(Ro)
(Ramanauskaite A., Triieb R.M., 2015), 4To KOCBEHHO CBU/IETeJILCTBYET, 10 MHEHHIO
aBropos (Griggs J. et al., 2020), 06 y4acTU¥ aHTUI€H3aBUCHMBIX IMMYHHBIX PeaK-
Ui B TaToreHe3e 3a60J1eBaHusL.

KnuHuyeckas kapmuHa

DATIP xapakTepusyercs qudy3HO# moTepeit BOJIOC B TOOHO-TeMeHHO# 061a-
ctu 6e3 popmupoBaHus OTHENbHBIX 04aroB PA (puc. 4.1: 1; Griggs J. et al., 2020;
Jerjen R. et al., 2021).

B pe3ysnbTaTe MUHHATIOPU3aLM1 BOZHUKAIOT HEOAHOPOJHOCTD AUaMeTpa BOJIOC
Y yBeJIueHre 0NN BeJIyCHBIX Bosoc (cM. puc. 4.1: 2—4). ITo nanubiM R. Jerjen
1 coaBT. (2021), y I0JI0BUHBI NTAlIMEHTOK OTMeYaeTcs paBHOMePHOe pa3pexeHre Bo-
JI0C B I0OHO-TeMeHHOW 06J1acTH, Y 35% B MaKyIIeuHOi 06J1acTH 1 y 25% BBIABIISIOT
bpoHTaNBHYIO aKIL[eHTYaluIo BhIaZileHus BOJIoC. B mocienHeM ciy4yae Gopmupyercst
KapTHHA, U3BeCTHAS KaK MaTTePH «POXIeCTBEHCKOH eJIKU» [IPU aHApOTreHeTHIeCKOH
aJIoTeLnn.
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Puic. 4.1. KnuHnyeckas kapTuHa ¢pnbpo3npytoLLeli anoneummn ¢ XxapakTepHbIM NaTTEPHOM pac-

npefeneHns: paspexeHne BOMOC B MaKylleyHol obnactu (1) ¢ ABNEHUAMN aHW3O0TPUXO3a,

cnaboin NnepuponNKynspHoO 3puTemMbl, 30HaMmu GrUOPO3MPOBaHNA 1 GopMUpOoBaHUA cebo-
peliHoro KepaTo3a npu gepmatockonuu (2-4)

HeMHOro4mc/IeHHbIe aHHbIE O KJIMHUYEeCKOU KapTHHe 3a00JIeBaHUs § MY)XUKH
CBUJIETENILCTBYIOT, UTO Y HUX pacripe/iesieHre Boinazienus Bosoc mpu @AIIP umutupy-
eT KJIacCH4ecKoe BbINazieHre BOJIOC T10 MY>KCKOMY THUITy ¢ GUTeMITOpaibHOH pelieccreit
¥ II0Tepeil BOJIOC Ha MakymKe. OHAKO MOTYT OBITh U APyrye BaPUAHThI aJIONELHHL.
Taxk, R. Jerjen u coaBt. (2021) HabmOAaIM MYXXYMHY, Y KOTOPOTO aJIOMeNus 3aXBa-
ThIBaJIa TOJIbKO 00J1aCTh MaKylIKu Ge3 BOBJIEYeHUS BUCOYHBIX 00JIaCTel, a y Apyro-
ro — ycraHossieHa nudysHas anonenys, HOxXoxas Ha BblIIazieHre BOJIOC 0 KeHCKO-
My THILy C IATTePHOM <«PO3K/IeCTBeHCKOM eJIKU». ABTODBI 3aKJII04atoT, 4ro npu PAIIP
Janeko He Bceraa GOpMUPYIOTCS 04ary aloNeliy, COOTBETCTBYIOLINe KIaCCUIeCKOMY
pacripenenenuto o Ludwig y sxermmuH i no Hamilton-Norwood y myx4uH.

V naiueHToB MOTyT 0GHAPY)XMBAThCS KIMHUYECKe IPOSIBIEHN, XapaKTepHbIe /IS
DDA, — pereccust TMHUK POCTA BOJIOC B JIOGHO-BUCOYHOI 30He, BbIINa/ieHue GPOBeit,
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HeBOCIaJMTeNbHble (3KenTble) mamysbl Ha jnie (Ramanauskaite A., Triieb R.M.,
2015). OnHako B otiaudue ot @DA npu DAIIP Beinazenue 6poBeil MPOUCXOAUT
HEYacTo, PeCHUIl — TOJbKO y eJVHUYHBIX NaLUeHTOK, a BOBJIeYeHUEe BOJIOC Ha
KO)XKe KOHeYHOCTell He onucaHo. He XxapakTepHBl U BBICBIIAHWA KPACHOTO IJIO-
CKOTO JIMIIIasi Ha KOXe M CJIM3UCTON 06osouke. B To e Bpems A. Ramanauskaite
1 R.M. Triieb (2015) omucanu y o[JHOI ALMEHTKY 3yAsIIe [anyJibl HA KOXKe TPYyAu,
dopmupyroIe peTUKYJIAPHBIN AaTTePH, IPU IePMATOCKOIMU KOTOPBIX OINpesiess-
JIUCh KPACHbIe MATHA C Pa3BETBJIEHHBIMY, COEUHAIOMIMICA MEX/y CO00H MeJKU-
MM KalMUIApaMy, a P TUCTOJIOTMYEeCKOM MCC/Ie0BAaHUN — MeXOJUTUKYIAPHBIHN
uHTepelic-1epMaTUT C MOJI0COBUAHBIM MHOMIBTPATOM M HEMHOTOUYHC/IEHHbIE He-
KpPOTHU3WPOBaHHbIE KEPATUHOUMUTLI. ABTOpr peanoJoXuian, 4YTo 3T U3MEHEHUA
MOIJI OBITh TPAKTOBAaHbI KaK PaHHHUE IPOSIBIEHUS aKTUHUYECKOI'0 KPAaCHOTO ILJIO-
CKOTO JINIIAs.

V nanueHTOB ¢ TeMHbIM poToTUIoOM DATIP Takke MoxeT hpopMUpOBaTh overlap-
cunznpom ¢ LIITPA (Griggs J. et al., 2020).

CyObeKTHBHO MalMeHTOB 0ecroKoAT au3ecTe3us1, 601b U 3yA. OfHAKO B 60JIb-
IIMHCTBE CJIy4aeB CyObeKTUBHbIE CUMIITOMBI BHIPaXKeHbI YMepPeHHO WK C1a6o.

CoueraHue NPU3HAKOB MUHUATIOPU3aLUK BOJIOC ¥ BOCTIaJIeHUA HepeJKO IIPUBO-
T K AUaTHOCTUYECKUM OIIMOKaM, ¥ COCTOSIHME PacLieHUBAIOT KaK aH/[poreHeTHye-
CKYIO aJIOTIELINIO B COYETAaHUH ¢ cebopelHbIM nepmatutoM (Griggs J. et al., 2020).

B nesiom nepmaro3 passusaercs MeyieHHo (Triyangkulsri K. et al., 2019), ammr-
Cs1 TOlaMu, IPOrpeccupyeT uHoraa Ha mpotsokenunu 20 set u 6osee (Griggs J. et al.,
2020). MezneHHOe TeyeHre 3a00JIeBaHNS U OTHOCUTEILHO HeOOJIbIIAs BBIPaXKeH-
HOCTb BocrianieHus mpu @AIIP orpaxaioTcs B pe3ynbTaTax OlleHKU MHEKCA aKTHUB-
Hocty JITI®: no nanHbM R. Jerjen u coasT. (2021), cpenHue 3Ha4eHUsI UH/EKCA He
npeBbIIIAOT 1,5 6asa.

JluazHocmuka

@OATIIP AuarHOCTHPYIOT Ha OCHOBAaHMU JAHHBIX KJIMHUYECKOW KapTUHBI U pe-
3yJIbTaTOB TPUXOCKONWHU. [IJI51 TOATBEPKIEHNUS AMarHo3a MIPOBOAAT TUCTOJIOTHYe-
ckoe uccienoBanue (Griggs J. et al., 2020). @AIIP MOXHO 3amoZI03pUTh MIPU CO-
YeTaHUM XapaKTepPHOU JIOKAJIM3alluKu ajoleluy B aHAPOTreH3aBUCUMOM 30He BUT
C IepPMaTOCKOIIMYECKUMH U TUCTOJIOTMYeCKUMY ITPU3HAaKaMH BocIajieHus u Gubpo-
3a. Kputepuu uckiaodeHus JuarHosa — aCMMMeTpUYHas ajolelys U 049aroBas mo-
Tepsi BOJIOC.

[ucmonoauyeckaa kapmuHa

17151 TUCTOJIOTMYeCKOT0 UCCIIejoBaHusA py auarHoctuke GAITP nenecoobpasHo
UCII0JIb30BaTh TOPU30HTAJIbHbIE CPe3bl OMONTATOB, BBIIIOJIHEHHbIE TAHYEM AHaAMeT-
poM 4 MM. /Iy TIOBBIIIEHUT MHPOPMATUBHOCTY UCC/IeZI0BAaHUS OHOIICUIO CIefyeT
IPOBOJUTH 1107l KOHTPOJIEM ZePMOCKOIMY U3 YYacTKa C KJIMHUYEeCKU BbIPAXKEHHBI-
MU NIPU3HAKaMU BOCHAJIeHust — (OJUIMKYISPHBIM TUMepKepaTo3oM (0CO6eHHO mpu
HAJIMYUM MYYKOB U3 2—3 BOJIOC, OKPY)KEHHBIX TyOYJISPHBIMU CTPYKTYpaMH) H/UITH
nepudoJUTUKYISIPHbIM cepo-6enbiM opeosioM (Griggs J. et al., 2020).
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Puc. 4.2. Tuctonornyeckas KaptrHa Gubposnpytolei anoneLymn ¢ XxapakTepHbiM NaTTepHOM

pacrnpegeneHvs: BocnanutenbHas MHGUABTPaALMA BOKPYT BEPXHEN TPeTU BONOCAHbIX dbonnu-

Kynos (1), cnabas MHGUALTPALUA BOKPYT TEPMIUHATBbHbIX, TPOMEXKYTOUHBIX 1 BE/YCHBIX BOSIOC,
B TOM UMCIIe HanMumne BEeSINYCHOro BOMOCa B TenoreHe (2)

T'ucronoruyeckre MpU3HaKY 3a00/1eBaHUsT — MUHUATIOPU3ALKUA BOJIOC U [IepU-
bonnukynapHblii uaTepdeiic-nepmarur (puc. 4.2).

R. Jerjen u coaBT. (2021) oTMeuarOT BbIpa)keHHOe yMeHblIeHKe IIJIOTHOCTH Tep-
MUHAJIBHBIX BoJIOC (0T 175-300 10 159 Bosioc Ha 1 cM?) ¢ yBeJIMYeHreM KOJIMIeCTBa
BeJIIyCHBIX BOJIOC U GOpMUPOBaHUEeM 1o/ HUMU GrOPO3HBIX TpakToB. CpenHee co-
OTHOIIIEHVE TePMUHAJIbHBIX Y BeJUIYCHBIX BOJIOC IIPU 9TOM MOXeT cocTaBaATh 1,8:1
TI0 CpaBHEHUIO ¢ 6osiee 7:1 B HOpMe.

IMepudonnukynapHasa numdouutapHas UHPUIbTPALUA PACHIONOXKeHa BOKPYT
ycTbsA 1 nepeieiika BO, conpoBoxaaeTcs BaKyonu3aruei K1eTok 6a3aabHOTO C105
Y HapyIleHWeM YeTKOCTU PaHMIbl lepMO-3NKepMaabHOr0 COeIMHEeHNs, a TaKxe
KOHLIEHTPUYeCKUM JIaMeJUIAPHbIM NeprdouKyIspHbIM Gubpozom. Iporecc 3a-
TparuBaeT KaK BeJIJIyCHble 1 MUHAATIOPU3UPOBAHHBIE, TaK U TEPMUHAIbHbIE BOJIOCHI
(Jerjen R. et al., 2021). ITpu AUTENBHO CYLIECTBYIOIIEM IIPOLIECCE MOTYT OOHAPYKU-
BaThCsl BePTUKAJIbHbIE PyOLbI Ha MecTe pa3pyieHHbix BD (Kamyab-Hesari K. et al.,
2018).

B pszne ciy4aeB siBeHNs UHTepdeiic-AepMaTHTa BbIpaXKeHbl c1ab0. DTO He Hc-
ktovaer uarHosa @AITP u MoxeT ObITh 0OYCJIOBIIEHO TEM, YTO B GHONTAaTe MAJIOro
pa3Mepa, 0cobeHHO Ha MO3/{HUX 3Tanax 3a00JeBaHUsA, BBIABIAIOT HEMHOTOYHCIIEH-
Hble BeJUTyCcHbIe BoJiockl (Sperling L. et al., 2012).

Jepmamockonus

Hapsny ¢ coyeTaHreM TUCTOJIOTMYECKAX NPU3HAKOB aHAPOr€HETUYeCKOM ajo-
nenuu 1 JITI® npu OAIIP o6HApyKMBAIOT U KOMOMHALHUIO JIePMAaTOCKOUYECKIX
NPHU3HAKOB 000MX 3ab0seBaHui (puc. 4.3).
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Puc. 4.3. [lepmatockonuuyeckaa KapTuHa
dunbposupytoLwen anoneymn ¢ xapakTepHbiMm
naTTePHOM pacrnpeesieHrs: 30Ha pas3perkeH-
HOCTU BOJIOC B MaKyLleyHol obnactu (1), npu
JepmaToCcKonun KOTOPOW onpepenstTca
30HbI C OTCYTCTBMEM YCTbeB BONOCAHBIX don-
NUKYNOB (2), BbipaXeHHbIN aHn30Tpurxo3 (3, 4),
3 JOMUHUPOBaHMe GONNUKYNAPHBIX OHUTOB
C ofHUM Bosocom (3), neprudbonnuKkynspHas
spuTemMa, b6eno-cepble PpUbpPoOTMUECKME NATHA
N CKpYYeHHble BONOChI (4)

Taxk, nnss OAIIP xapakTepHbl BapuabelbHOCTb AUaMeTpa BOJOC (aHU30TpPU-
X03) u mpeobafanre GOJUTMKYISPHBIX IOHUTOB € onHUM BosiocoM (Bhoyrul B.,
2021; Chiu H.Y., Lin S.J., 2010, 2018; Miteva M., Tosti A., 2012; Rezende H.,
Triyangkulsri K., 2019). ITo nanusM R. Jerjen u coast. (2021), npoaHanu3upoBas-
IIMX JlepMaTocKonnyeckyto kKaptuny ®@AIIP y 24 skeHIIMH, aHU30TPUX03 ObLI ca-
MBIM 49aCTBIM ZIePMOCKOIINYeCKUM IIPU3HAKOM U onpepenanca y 100% nauneHToxk.
ITomuMmo 3TOTO, TpUXOCKONKYecKUMHU Ipu3HakamMu DPAIIP ABisAOTCA OTCYTCTBHE
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bOJTMKYISIPHBIX OTBEPCTUH, epudONIUKYIPHAs 3pUTeMa U epudOIIUKYIISAp-
HBII THIIepKepaTo3 ¢ GpopMupoBaHueM TyOYIAPHBIX CTPYKTYp U KacT (Jerjen R.
et al., 2021, Mardones F. et al., 2017). IIpudem u nepudoNIUKyIApHAS SPUTEMA,
¥ IIeylieHre XxapakTepHsl st 6osee 90% nanuentoB (Jerjen R. et al., 2021). ITo
MHeHMIO J. Griggs u coasT. (2020), yyacTKy, r1ie UMeIOTCs GpOJITUKYIAPHbIEe IOHU-
ThI ¢ 2—3 BOJIOCAMH, OKPY)XKeHHbIe TyOYIAPHbIME CTPYKTYPaMH, SIBJISIOTCS Hanbo-
siee nHOPMATUBHBIMYU IIPY IPOBEAEHUY TUCTOJIOTUYECKOTO UCCIeJOBAHMUS.
IToMuMO 3TOr0, 0GHAPYXMBAIOTCA POKaNbHASA aTPUXUA U ePUPOIUIUKYIAPHbIE
cepo-6enbie pubpotuyeckre opeossl/marHa (Bhoyrul B., 2021; Triyangkulsri K.
et al., 2019). Onucanbl Takke ApeBoBUzHbIe cocyabl (Triyangkulsri K. et al., 2019),
a 'y GOJIbHBIX C TEeMHOM KO)Kell — MUTMeHTHasl CeThb B BUJIE COT U paccesiHHbIE Oerible
Mmeskue Toukn (Teixeira M.S. et al., 2019), cxoxwue ¢ TakoBbiMu mipu LITTPA.

JuazHocmuyeckue kpumepuu

JuarHoctudeckue kputepuu OAIIP BKIIOYAIOT KIMHAYECKUe, epMaTOCKONN-
yeckue (TPUXOCKONMYEeCKHe) U TUCTOJIOTMYecKre CUMITOMbBI, KOTOpbIe [ozpasze-
JISIOT Ha Gostbive 1 Masble. Kputepru, Heo6xoaumble ajsi suarHocTuku OAIIP, —
3TO BbIMAJieHNe B aHJpPOTeH-3aBUCUMOI obiact BUL ¢ epMaTOCKOMMYeCKUMHU
¥/WIY THCTONATOJIOTNYeCKUMY IIPU3HAKaMU BocIaeHus u ¢ubposa Gosmkyos.
KpuTepun MCKII0YeHUA BKIIOYAIOT 04aroBoe WX aCHMMeTPUYHOe BhINafileHre BO-
soc (Ta6m. 4.1).

Ta6nuua 4.1. Juardoctudeckue kputepun GprOPO3UPYIOIIEN anonenun ¢ xapakrep-
HBIM TTaTTepHOM pacrnpezienenus (1o J. Griggs u coast., 2020)

I'pynma B
OJIbIIYiEe KPUTEPHHU Masble KpuTEpUH
CHUMIITOMOB
Knuunueckue CuMMeTpHYHast OTeps BOJIOC B aHAPO- | OTCYTCTBHE BOBJIEYEHHUS
reH-3aBHCUMO¥ 30He BUT (pacmpeze- GpoBeii, peCHHI] 1 BOJIOC
nenve o Hamilton—Norwood, Ludwig | Ha Koxe TynoBuma
WM ¢ opMUPOBAHUEM TTATTepPHA
«pOXJeCTBEHCKOH eNK1»).
OTcyTcTBHE BOB/IeYEHNsI aHAPOTeH-
He3aBUCUMBIX 30H BUT' (3aThlka)
Tpuxockonu- [MepununnsipHble KacTbl (mepudosum- [TepudosukysipHas
qecKue KYJIAPHBIN TUIIEPKepaTo3). JpuTeMa.
IToreps ycTheB BONOCAHBIX GOILIMKYIOB. | IlomuTpuxus.
BapuabenbHOCTD [iaMeTpa BOJIOC [Tpeobnananue po-
(aHM30TpUX03) JIMKYJISIPHBIX IOHUTOB
C OHUM BOJIOCOM
Tucronornyeckue | JlumorucruonutapHblidi uHGunbrpar, | MHTepdeiic-nepmMaTurt.
PacroNOXeHHBIH BOKPYT YCThA U Ilepe- | DoJIHKYIApHBIE
IIeiiKa BOJIOCSHBIX (OJIUKYIIOB. bubpo3HbIe TPAKTHI
Konnentpuyeckuii nepud oniukyisap-
HbIi JTaMeJISIPHBIN GrOpo3
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AuppepeHyuanbHaa ouazHocmuka

Ouddepennuanbuas auarHoctuka PAIIP ¢ apyrumu PA (JIIIO, DA
u LIITPA), a Tak)e aHZpOreHeTHYeCKOU ajoneleil mpecTaBisgeT TPYAHOCTU. DTO
00ycJIoB/IeHO coyeTaHneM y narnueHToB ¢ @AIIP KIMHUYECKUX, 1epMaTOCKONnYe-
CKUX ¥ TUCTOJIOTUYECKUX TIPU3HAKOB, CBOMCTBEHHBIX 3TUM JlepMaTO3aM.

I[Ipu nuddepeHIaIbHON IUAaTHOCTHKe Kiuaccuueckor Gpopmbl JITID, HanpuMep,
y TanyeHTa ¢ aHAPOTeHeTHYecKOW ajomeryell He0OXOAUMO YYUTHIBATDb, YTO /s
ATOM MATOJIOTUY XapaKTepPHbI MyIbTU(POKAIbHAS PYOLIOBask aJIOTeLus U JIUXeHOU -
HBII HHQUIBTPAT BOKPYT TEPMHUHAIBHBIX BOJIOC.

Ocobennoctr @DA BKIIOYAOT PeIiecCHio BOJIOC B 06acTu jiba, 3ayniHbIX 30-
HaX U Ha 3aTbuiKe. Hanu4re aHM30TPUX03a M BEJUTYCHBIX BOJOC oTindaer OAIIP
ot ®DA. Kpome Toro, mpu DA B nporiecc MOTyT ObITH BOBJIEUEHbI BOJIOCHI IPYTOi
JIOKaJIM3aluy — Ha JIoOKe, B aKCHJUIAPHBIX CKJIAZIKaX ¥ HA KOHEYHOCTSX.

J/leyeHue

Jleyenue npu ®AIIP He paszpaborano. [JaHHble 06 3)PEKTUBHOCTH TeparneBTH-
YeCKUX MOJX0/I0B OCHOBAHbI Ha pe3ysbTaTax HaboieHns 3a HeOOIbIINMU BBIOOP-
KaMmu manueHToB. OfiHa U3 caMbIX GOJBIINX BHIOOPOK ManueHToB ¢ PAIIP, anamm3
pe3yJbTaTOB Tepaliy KOTOPBIX NIPe/ICTaBJIeH B INTEPATypPe, COCTOUT U3 24 JKeHIIVH,
TIOJIy4YaBIIKX JiedeHre B TPUXOJIOTMIeCKOU KIMHUKe MenbOypHa (ABCTpasuis) B Iie-
puon ¢ 2011 mo 2020 r. (Jerjen R. et al., 2021).

3agayaMyl Tepanyy CYUTAIOT MOZaBJIeHre BOCMIANeHUs1 U Mpe/iOTBpPallieHre MU-
HuaTiopusanuu BO. Ycnex TpaHCNIaHTAlKUU BOJIOC IIPY iepMaTo3e 3aBUCUT OT ero
aKTMBHOCTH, TaK KaK OMepaTUBHOE BMeIIaTeJIbCTBO Ge3 MPOTUBOBOCIAIUTETLHON
Tepanuy MOXeT IPUBOAUTD K pa3BUTHIO peHOMeHa Koebner u yXyzmmeHUI0 KOXHO-
ro Iporiecca.

Tommyeckue rmokokoptukouabl, 0,05% pacTBop kiobGerasona NpONMMOHATA
(nena, pactBop wiau mamnyHb) unn 0,2% TpuamuuHOJOHA anetoHua® (Griggs J.
et al., 2020) BKJIIOYAIOT B COCTaB KOMOMHUPOBAHHOW Tepanuy, TaK KaK OHU yMeHb-
MAI0T BBIPAXXEHHOCTb BOCHAJIeHWsl, HO He TPeOTBPAINal0T MUHHUATIOPU3ALUH
U TI0TepHU BOJIOC. VIX KOMOMHUPYIOT ¢ MUHOKCUAWIJIOM ISl HAPY>KHOTO IIPUMeHe-
HUf, a Ha HaYaJbHbBIX 3TalaXx — U C ruApokcuxaopoxuHoM (mo 200-400 mr/cyr;
Ramanauskaite A., Triieb R.M., 2015).

Kak u rommueckue TTIOKOKOPTUKOW/BI, MUHOKCUZANI UCIONB3yI0T npu DAIIP
B COCTaBe KOMOMHUPOBAHHOU Tepanuy Ui NPeAOTBPALIeHNs IPOrpecCHpoBaHUsA
MUHMaTIOpu3anuu 1 notepu Bosnoc (Mardones F. et al., 2018; Ramanauskaite A.,
Triieb R.M., 2015; Zinkernagel M.S., Triieb R.M., 2000). Heo6x0AUMO y4YUTHIBATb,
4o manueHTbl ¢ DATIP MOTyT ObITH PE3MCTEHTHBI K IeACTBUI0 MUHOKCHUINIIA, TaK
KaK MUKpOBOCHajeHue 1 GpuOpo3 BHICTYNAOT paKTOpaMU prcKa HeapPeKTUBHOCTH
npernapara npu angporeHerndeckoi anonenuu (Whiting D.A., 1993).

T'MAPOKCUXJIOPOXUH IIUPOKO WCIONb3YIOT i jedenus JIII®, HO jaHHBbIE
o ero addexktuBHOocTH Tipu DATIP KpaiiHe MmasouucyieHHbl. M.S. Zinkernagel
u R.M. Triieb (2000) He oTMeTniu 3¢ peKxTa OT ero MpUMeHeHHs y OHOTO YeJioBe-
Ka. B cBoto ouepenb, A. Ramanauskaite, R.M. Triieb (2015) u F. Mardones u coaT.
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(2018) c ycnexoM mpuUMeHANIM ero B cyToyHOHM no3e 200-400 Mr B coueTaHUu
€ 2-5% MUHOKCUZUJIOM.

DddexTuBHOCTD Teparuy aHTHAHAPOTeHAMH OLIEHVBAIN y MaJIOTO YMCiIa Mary-
eHTOB. KoMIjieKcHOe JiedyeHe LIUNPOTEPOHOM B COYETAaHUU € 5% MUHOKCUAUIOM
¥ KJ06eTa30j1a MPOMMOHATOM CONPOBOXAANOCH CHU)KEHEM MHTeHCUBHOCTH IOTe-
pY BOJIOC U TIPU3HAKOB BOCHasieHus y AByX keHInH ¢ OATIP (Zinkernagel M.S.,
Triieb R.M., 2000). ®unHacrepus B CyTOYHOH 03e 1 MI OKa3a aHAJIOTUIHBIN 3¢-
dexT y onHoro MyxxuuHsl (Zinkernagel M.S., Triieb R.M., 2000), a Takxe y 4eTbI-
pex JKeHIIWH, KOTOPbIe TI0JIy4aIy ero B COCTaBe KOMOMHUPOBAHHOM Tepanuy ¢ MU-
HOKCHUZIUJIOM ¥ TOTIMYECKUMU IIIIOKOKopTuKouzaamu (Mardones F. et al., 2018).

K. Triyangkulsri u coasr. (2019) onucany nauueHTKy, KOTOPOH OC/Ies0BaTeNb-
HO Ha3Hayajlu KpeM C IeKCaMeTa30HOM U THPOKCUXJIOPOXMH B fose 200 mr/cyt,
a 3aTeM I0CJie YMeHbIIeHU BocIaneHns1 (KKeHue) — NOMOJHUTeIbHO 3% pacTBOp
MUHOKCHIMA ¥ puHACTEpuU/ B 103€ 2,5 Mr/cyT. ABTOPBI OTMETHIIM YMEHbIIeHHe Bbl-
Pa)XeHHOCTH BOCIIaJIeH!sI ¥ BOCCTAHOBJIEHHe pocTa Bosioc. DddeKT Tepannu coxpa-
HUJICSI Ha TIPOTSDKEHUH Bcero meprona HabmoneHus (1 rox). Xopomuii pe3ynibTaT
aHTUAaHAPOreHHON Tepanuu y nanueHToB ¢ GAIIP emte pa3 nopdepkuBaeT yyacTue
rOPMOHAJIbHBIX (paKTOPOB (aHAPOTeHOB) B MaTOreHe3e 3a00/IeBaHUs U, IO MHEHUIO
K. Triyangkulsri u coasrt. (2019), co3naer NpeanocbUIKU s JadbHeHIIel OlleHKU
3¢ PeKTUBHOCTH 3TOY IPYIIIBI TPENapaToB MPH JepMaTo3e.

R. Jerjen u coaBT. (2021) mpescTaBUIM pe3ynbTaThl ledyeHus nanueHTok ¢ AITP
HM3KMMH J103aMU T1epOpasbHOT0 MUHOKCHUAWIIA U OMKAJIyTaMUIOM, KOTOPBIE MOKa-
3aHBI IPYU aHAPOTeHeTUYeCcKoy ajonenuu. Y 14 naunueHTOK NpYU NpUMeHeHUU Ipe-
napartoB 3ab0sieBaHie He IPOrPecCHPOBaIo, INIOTHOCT BOJIOC YBEIMYMIAch y 2 ma-
IIMEeHTOK C KIMHIYeCKH paHHell cranueil 3aboneBanus (knacc CuHkiepa 3).

HecmoTpss Ha Majioe KOJMYECTBO HCCJIe[JOBaHUM, MOCBSAIIEHHBIX H3y4YeHUIO
pasHbIX BUJOB Tepanuy, R. Jerjen u coasT. (2021) 3akim04aroT, 4TO paHHee Jede-
Hre ®ATIP 1 KOMOMHMPOBAaHHOE Ha3HAYeHHe NMPOTUBOBOCIAINTEBHBIX CPEZICTB
U TIperapaToB, CTUMYJIMPYIOMIUX POCT BOJIOC, IPUBOJUT K JIydllleMy pe3yJbTary.
Tonuyeckue IJIIOKOKOPTUKOU/BI MM UX BHYTPUKOXXHbIE HHBEKIUY IPe/CTaBIsAI0T
npenaparsl nepBoi tuHUM. C yueTOM MUHUATIOPU3ALUHU BOJIOC B KOMILJIEKCHYIO Te-
panuio Heo6X0MMO BKJIIOYaTh MUHOKCHU/IVII /71T HAPY)KHOTO WJIM CUCTEMHOTO NPU-
MeHeHUS ¥ aHTUaHJPOTeHbl (pUHACTEPUT).

VIMMyHOMOZYJIATOPHI CJIelyeT UCI0Ib30BaTh B peppaKTepHBbIX cIydasax. [ na-
IIMeHTOB C BbIPa)KEHHBIMU MPOSIBIEHUSMH 3a00JIeBaHUST HEOOXOAUMO PaCCMOTPETh
BO3MOXHOCTb HCII0JIb30BAHUS TapUKa.

A. Tocti u coaBr. (2021) mpejyaraioT aJrOpUTM JiedeHus 3a00IeBaHUS B 3aBU-
CHMOCTH OT CTeleHU BHIPAXKeHHOCTH BocajieHus (Tadu. 4.2).

Cnucok numepamypbi
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