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POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

OcobenHocTn MmanudecTaMU U THATHOCTUKH 00J1€3HH
Xeau—Xeuu B MoCKOBCKO# 00J1aCcTH
Maxnesa H.B., Yepnouu E.C., beneyxas J1.B.

I'BY3 MO MockoBckuii 001acTHOM HayYHO-MCCIENOBATEIbCKUN KIMHUYECKUH WHCTHUTYT
uM. M.®. Brnagumupckoro MunzapaBa MockoBckoii o0mactu, 129110, Mocksa, Poccust

TIpedcmasnenvt OanHbLe peMpPOCNEeKMUBHO20 AHAIU3A UCMOPULL Oone3HU 36 60bHbIX Oone3HbI0 Xetu—Xetliu
6 Mockosckoul oonacmu. Manughecmayus zabonesanusi ¢ Mockosckoli obnacmu npuxoOumcs Ha 803pacm
34,5 + 14,2 200a u xapaxmepuzyemcs nopasjicenuem moabKko KOACHO20 NOKPOBA, NPEeUMYUeCMBEEHHO Unmep-
MPUSUHOZHBIX YUACKOG mend, Mynosuya u Koneunocmeu. Umumayus KIuHU4ecKux nposieieHuti opyaux
3a001e8aAHULL KOJICU He NO360JIAem HA PAHHUX CPOKAX €20 duasHocmuposamy. TonbKo cnycnis 200bl Kapmuna
npuobpemaem GvlpaNCEHHbII NOTUMOPDUIM C NPOAGLEHUEM NAMOSHOMOHUYUHO20 npusnaka donesnu. He-
00bluHble NPOsIGNEHUs 3a0011e6aHUs, OMCYMCMEUe C6EOeHUTI O HACIEOCMEEHHOU NPEOPACNONIONCEHHOCTU Y
58,3% bonvuvix ocnodicuaom ouacnocmuxy oonesnu Xeunu—Xeiinu. Yawe nooospesaiom aymoummyHuyio
ny3elpuamxy, pesce — 2epnemugopmuslii Oepmamum Jropunea, cmpenmocmaguiooepmuio u moKkcuoepmuio.
Jnumenvro npomexaiowuti Xponudeckuti npoyecc ycy2yonsaem KapmuHy meuenusi 001e3Hu ¢ 8081eYeHUeM
6Ce20 KOJICHO20 NOKPOBA, d 8 psde CIy4aes U CIU3UCMbIX 000JI04eK C YCUleHUueM cyObeKmMUGHbIX OUY eHUTl
u yxyouienuem obujeco camovyscmeusi. Bee amo npugooum K 2oCnumanuzayui NayueHmos, cpeonull 603-
pacm Komopulx cocmasisiem Kk smomy epemenu 47,75 = 12,4 2ooa. Ha npomsicenuu 6ce2o nepuooa iHusHu
nayuenma mpedyemcs npooondicenue 2nyOoKo20 usyueHus Namono2uiecko20 npoyecca Ha MONeKyIsApHO-
ouonozuueckom ypoghe, npumeHerue nepconupuyUposanHoll mepanuu, cnocoocmsyiouel 00CmuAICeHUIo
CMOUKOU KIUHUYECKOU pemuccuu Oone3Hu Ha MHo2ue 200bl U obecneyugaioujell pabomocnocooHoCms u co-
YUATLHYIO AKMUBHOCIb OOIBHOZO.

KnrwueBbie cioBa: bonesns Xetinu—Xetinuy, KIuHUueCKue npossienus,; OUdeHOCMUKA.

Jns yumuposanus: Maxuesa H.B., Uepnsinr E.C., benerkas JI.B. OcobeHHOCTH MaHU(ECTAINK U TUATHOCTUKH
6one3nn Xeitnmu—Xeian B MOCKOBCKOH 001acTu. Poccutickuti JcypHan KojicHbix u genepuieckux bonesneil. 2015;
18(4): 24-28.

MANIFESTATION AND DIAGNOSIS OF HAILEY-HAILEY’S DISEASE IN THE MOSCOW REGION
Makhneva N.V., Chernysh E.S., Beletskaya L.V.

M.F.Vladimirsky Moscow Regional Research and Clinical Institute, 129110, Moscow, Russia

A retrospective analysis of 36 case histories of patients with Hailey-Hailey disease, residents of the Moscow
Region, is presented. The disease manifested in residents of region at the age of 34.5+14.2 years and was
characterized by involvement of only the skin integument. Imitation of clinical manifestations of other dis-
eases of the skin prevented its early diagnosis. Only after years the clinical picture aquired a pronounced
polymorphism with manifestation of the pathognomonic sign of the disease. Uncommon manifestations, no
data on the hereditary liability in 58.3% patients impeded the diagnosis of Hailey-Hailey disease. Autoim-
mune pemphigus was suspected most often, other more rare erroneous diagnoses were Duhring’s herpeti-
form dermatitis, streptostaphylodermia and toxicoderma. The clinical picture was augmented by the lasting
chronic process with involvement of the entire skin integument, in some cases of the mucosal membranes,
with unpleasant subjective sensations and deterioration of the general condition. All these events led to
hospitalization, the patients were aged 47.5+12.4 years by this time. This cohort of patients were in need
of life-time observations. The studies should be carried out at the molecular biological level. A stable clin-
ical remission for many years, allowing patient’s professional and social activity, can be attained only in
response to personified therapy.
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U cTaplieM BO3pacTe, a TakkKe Yy JETeH U MOXKHIBIX JIHIL
[1, 2]. boneroT kak MyXYUHBI, TaK U KEHIIUHBI, HEPEIKO
OTHOBPEMEHHO HECKOJIBKO WICHOB OJHOI ceMbu. bone3Hp
JUTATCSI TOJIaMH, PEIUINBBI YEPETYIOTCSl C TOJHBIMU WIIH
HEMOJHBIMH KIIMHUYECKUMH pemuccusimu [ 1-3].
U3zmrobnenHoi nokagu3anyell JaHHOrO HaclenCTBEH-
HOT'O BE3UKYJIO0-OYyJJIE3HOTO JIepMaTo3a SBISAIOTCA KOXKHBIE
TTOKPOBBI B 001ACTH €CTECTBEHHBIX CKIIAJOK U 3aJIHEH T10-
BepxHoctu meu [1-3]. Omnmcanbl ciy4au BOBJICUCHHS B
MaTOJIOTHYECKUN MPOLIECC KOKU U APYTUX YYaCTKOB Teja
(TynoBuIe, KOHEYHOCTH), & TAKXKE CIU3UCTOH 00OJIIOUKH
MOJIOCTU pPTa, NHUIICBOAA, BYJIbBbl, KOHbIOHKTUBELI. Bosite-
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YCHHE BCETO KOYKHOTO ITOKPOBA PACCMATPHBAIOT KaK 0CO-
Oyro KIIMHUYECKyto opmy Oonesnn Xeinn—Xennu [3—7].

[lepBUYHBIM MOP(ONTOTHYECKUM DIEMEHTOM SBISCT-
Csl My3bIpb WK TPyMIa Iy3bIpeil HeOONbLINX pa3MepoB.
BrIcTpo BCKpBIBasCh U CIUBAsChb MEXIy cO0O0H, my3blpH
00pasyroT dPO3UBHEIC OJSMIKH C YSTKUMH TpaHUIIAMH, Ha
MTOBEPXHOCTH KOTOPBIX MMEIOTCS JKEJITOBAThIe KOPKH, a TI0
nepuQepun — SIMHUIHBIC YP03N C OOPBIBKAMH ITIOKPBIIIEK
my3blpeit. [loBepXHOCTh 0UaroB B CKJIaJKaxX KOKHA MalepH-
pOBaHa, MOKPbITA ITyOOKMMH HU3BHJIUCTBHIMH TPEIINHAMH,
HAallOMUHAIOIUMH «HU3BUJIMHBI MO3Ta», YTO SIBIISETCS Ma-
TOTHOMOHHYHBIM KIMHHYECKUM TIPH3HAKOM 3a00JICBaHMUS
[1, 3]. OcHOBHBIM TIATOTHCTOIOTUYECKUM PU3HAKOM ITO-
ro 3a0oJieBaHUs SBISICTCS Cylpada3albHOE PACCIOCHHE
snuaepMuca ¢ 00pa3oBaHUEM IIeNel WK JaKyH, a B He-
KOTOPBIX CIlydasix — Iy3bIpeld, MeXaHU3MOM 00pa3oBaHMs
KOTOPBIX SIBJISIETCA pa3phiB CBA3EH MEX Iy KIeTKaMu (aKaH-
Tonus) [8].

[Tpn kmaccuveckoM TEUCHUH OOJIC3HU M HAIMYWHU CBE-
JIeHH 0 3200JIeBAEMOCTH CPEJIU YWICHOB CEMbU NPaBUIIb-
HBIW TUarHO3 HE BbI3bIBaET COMHEHMH. OJJHAKO pa3HOOOpa-
3M€ KIMHUYECKUX MpOsBICHUN Oone3Hu Xenn—Xenmu,
BKJIIOYAs T€HEPATM30BAHHYIO WMJIM JIMCCEMHHHUPOBAHHYIO
(opMy 3TOH TATONOTHH, BOBJICUCHUE B IPOIECC aTHITHY-
HBIX MECT (CJIM3HCTast 000JI0UKa) U OTCYTCTBUE B aHAMHE3€
HACIIC/ICTBEHHON MPENPacloioKCHHOCTH TPEeOyeT OT Bpa-
4a BBICOKOW KBalM(UKAIMH, 3HAHUH 0COOCHHOCTEH MaHU-
(becTanyuu M TEYEHHS ITOTO HACIEICTBEHHOrO OyIJIe3HOTO
JepMaro3a B COBPEMEHHBIX YCIIOBHSIX.

Lems mccnenoBaHus — M3y4eHHE KIMHUKO-MOP(HOII0-
THYECKUX O0COOEHHOCTEH MaHW(ecTalu CeMEHHON J10-
OpOKaueCTBEHHON XPOHWYECKOW Iy3bIpuaTtku [ykepo—
Xeinu—Xeiinu y skuteneil MOCKOBCKOM 00IacTH C IENbI0
paHHel ee TMAarHOCTHKH U MOCIEAYIOIIMM ONpeesieHueM
MIPEBEHTUBHBIX MEP 110 BIMSHUIO HA TEUCHHE OOJIC3HHU.

MarepuaJibl H MeTOAbI

IIpoBeneH peTPOCIEKTHBHBIA aHAINW3 HCTOpUH Oone3Hu 36
OOJIBHBIX CeMEWHOIl J00pOKaYeCTBEHHOH XPOHUUYECKON ITy3bIpdaT-
Kot I'yxkepo—Xennu—Xeinu, rocnuranuzupoBansslx B 'BY3 MO
MocKoBCKHii 00J1aCTHOH HAYYHO-HCCIIEI0BATEIECKIH KIIMHIIECKUH
naerutyT (MOHUKHN) nm. M.®. Bragumupcekoro ¢ 1993 mo 2013
rr. Cpen maneHToB B Bo3pacte oT 25 1o 77 net (cpeqHuil Bo3pact
47,75 + 12,4 roma) 6bu10 15 MyX4uH U 21 >KEHIIWHA: MYXXYHHEI B
Bo3pacte ot 28 10 77 set (cpenuuii Bo3pact 49,9 + 13,9 rona), xeH-
IIMHEBI B Bo3pacTe OT 25 10 66 set (cpexuumit Bo3pact 46,48 + 11,1
roaa).

Cpenn 36 obcnenyeMbIX NMAIMCHTOB CEMEHHBIH aHaMHe3 Ipo-
cinexxuBancs y 22 (61,1%), u3 Hux y 15 jKeHIINH U 7 My>KIHUH.

Bce nanueHTs NOCTYNMIM B OTAENIECHUE AEPMATOBEHEPOIOIUU U
nepmartoonkosiorut MOHUKU nm. Biiagumupckoro uist o6cienosa-
HUSI ¥ JISYEHHS B CTAIUH 000CTpeHus 3a0oaeBanys. JJonoIHATEIBHO
IIPOBE/ICHO NPOCIIEKTUBHOE oOcienoBanue 8 (22,2%) manueHToB Ha
aMOyIIaTOPHOM ITpUeMe.

Pe3yabTarnl 1 00CyxaeHTE

Cpenu 36 o6cnenoBaHHbIX 0ONBHBIX (15 MykunH 1 21
JKCHIIMHA) HaYaJIo MPOSIBICHUS TIEPBBIX MPU3HAKOB O0JIe3-
HH TPUXOAMIIOCH Ha BO3pacT oT 15 no 77 net (B cpeaHemM
34,5 + 14,2 rona). [Ipu aToM cpenHuii BO3pacT y My>K4UH
cocraBui 33 + 15,4 rona, y xxenmuH — 35,5 + 13,6 rona.

Pannee Hauano 3aboneBanust (1o 30 ser) ObLIO TIpH-
CyIIe Kak My»4rHaM (46,7%), Tak u sxeHImuHaM (33,3%).
[Tux marngectanny 6ome3Hu B MOCKOBCKOH 001aCTH IPH-
xoauics Ha nepuof ot 31 rona 10 40 set, 4To cOBMAIALT C
MHEHHEM MHOTHUX aBTOpOB [6, 7]. bonee mo3auss Manude-
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Jlokanusauusi Ha MOMEHT MaHMq)eCTaLlMM
L J10Kanvlsauvm Ha MOMEHT rocnuranusaumm

Puc. 1. ObnacTy nOKaJIM3alMK ATOJIOTHYECKOro Tpouecca y 00ib-
HBIX Oosie3HbI0 Xelnmn—Xelnn B epropl IEPBUYHON MaHU(ecTa-
IIUY ¥ TOCTIUTAIN3ALMH. [To BepTHKAIM — YHCIIO GOJBHBIX.

cTaIysl IePBhIX IPU3HAKOB 00JIe3HH B Bo3pacTe oT 41 roya
110 80 jieT oTMeUaslach 3HaYUTEIbHO PEXKE.

VY Bcex MalUEeHTOB MEepBbIC MPU3HAKK OONE3HU MaHU-
(decTupoBau TOJIBKO HA KOXKE O3 BOBJICUEHHS BUIMMBIX
CIM3UCTHIX oOonouek (puc. 1). HanGonee usmobieHHON
MEPBUYHON JIOKAJM3al[MeN IaTOJIOrMYECKOro Ipolecca
Obuta KO’Ka B OOJIACTH €CTECTBEHHBIX CKIIAIOK, TYIIOBH-
ma (rmo 52,8% cooTBETCTBEHHO) M KOHeuHocTel (41,7%).
Pesxe maronmornueckuii mpolecc pacroarajics Ha KOoxke B
obmactu 3aaHe00K0BOM moBepxHocTH en (33,3%) u ro-
noBblI (19,4%).

VY JKEHIIWH B EPBYIO OYEPENb B MATOJIOTHUECKANA MPO-
1ecc ObIITM BOBJICUEHBI 0011acTh TynoBHIa (57,1%) u ecte-
CTBEHHBIC CKIAAKH (47,6%), y My>XUUH — €CTECTBCHHBIC
cknanku (60%), mes (53,8%), tynoBuuie (46,7%). Hau-
Oosiee XapaKTEPHBIMU MEPBUYHBIMUA MOP(HOIOTHICCKIMU
asieMeHTaMu 00Jie3HN XeHr—Xeniu SBISUTICH MTy3bIPhKH
(77,8%) n spuremarosnsle nsaTHa (30,6%).

[Ty3pIppKH, Kak MpPaBHIIO, TIEPBOHAYANHLHO HOCHIIH
SIMHUYHBIN XapaKkTep, Pacroiarajich Ha KOXKe B 00ja-
CTH €CTCCTBEHHBIX CKJIAJ0K (TIaXOBBIC, MOJAMBIIICYHBIC)
W/WIU TynoBHIIA (MPEUMYIICCTBEHHO B MEKIOMATOYHOMN
00I1acTh), IMeNTN TeHICHIUIO K BCKPBITHIO C 00pa30BaHH-
€M SPO3UBHEIX IIOBEPXHOCTEH U KOPOUEK.

N3 cyOBeKTHBHBIX ONIYIICHWH TpH MaHU(pECTaIH
naronorudeckoro nporecca 10 (27,8%) namueHToB Oec-
MOKOWJT 3yll B MECTaX BE3UKYJIC3HBIX BBICHITAHHUM, U3 HUX
2 manueHTa OJHOBPEMEHHO OIIyNIaNu OOJEe3HEHHOCTh U
JOKEHHE B MECTaX 3PO3UBHBIX Me(PEeKTOB U TpemnH. OauH
MIAIACHT HCIBITHIBAN TOJBKO OOIC3HCHHOCTD W JKXKEHHE B
MecCTaX BBICHIIIAHWH, JPYroi — o0Iee HeIOMOTaHne, cia-
06ocTh U cyOheOpuuTeT.

Kaxk npaBwuJio, mepBoHAYaILHO MAIUCHTHI THOO0 HE MPH-
JIABAJI HUKAKOTO 3HAUCHHS BBICHIAHUSIM, JIN0O TPOBOIH-
JIM CAMOCTOSATENIFHOE TOMUYECKOE JICUEHHE C HCIIOIh30Ba-
HHUEM CIIPTOBBIX PACTBOPOB C aHHIITMHOBBIMH KPACUTEIISIMU
W/WIH Ma3siMH, CONCPIKAIINMHU TITIOKOKOPTHKOCTEPOUIBI
(I'KC). KpaTkoBpeMEeHHO TOCTUTHYTHIN KIMHUYECKHUIl TIO-
JIOXKUTEIBHBIM 3(P(EKT MO3BOIIT OTIOXKUTH OOpallcHHUE
MalMeHTa 32 MEAMIUHCKON IMoMolibo. W numb cmycts
MECSII OT Havaja MEePBBIX MPH3HAKOB OOJIC3HU IAI[HEHTHI
BBIHYKJICHBI OBLTH 00pamiaThCs K ISPMaToJIOry.

[Tpu nepBrU4HOIT 0OpamaeMocTi OOIBHOTO K JIepMaTo-
JIOTY HU B OAHOM CJIy4dac KIIMHUYCCKH HC 6I)IJ'Ia JAuarHo-
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Puc. 2. IlepBuunble (¢—2) W BTOpUYHBIC
(0, arc) MmopdhonormyecKre AIEMEHTBI IpU 00~
ne3Hn Xennu—Xennu.

a — TISITHO PO30BOTO I[BETA OBAJIBHON (HOPMBI C YETKMMM I'PaHULAMH pa3MepoM 2,5x1,5 cM B AHaMeTpe, B LIEHTPE Cepo3Has
KOPOYKa Ha MECTE JOMHYBIIETO My3bIPbKa; O — IMy3bIPHKU C BSION MOKPBIIIKON, C TeMOPPArHIeCKHM H CEPO3HBIM COACPIKHMBIM,
PpacroNoKeHHbIE Ha IPUTEMaTo3HOM (DOHE Ha Tepudepun OISAMIKH; ¢ — MyCTYIIa C BSIIOH ITOKPBIIIKOH 1 MYTHBIM COIEPKHMBIM,
PAacMoNIoKeHHasT Ha HpUTEMaTo3HOM (hoHEe Ha mepudepur ONSAIIKY; 2 — ONIIKA SPKO-PO30BOTO LBETA C YCTKHMMU I'PAHULAMH
OKpyTIOH (hOpEI 110 3,5 M B Anamerpe, Ha IOBEPXHOCTH OJISIIKH — MEJIKUE 9PO3UH ¢ MOKHYIIUM JTHOM, YaCTHYHO IOKPBITHIE Ce-
PO3HBIMH HEIIYHKO-KOPKaMH; 0 — 3PO3UBHBIC JC(EKThI, YACTUYHO MOKPHIThIE FEMOPPArnieCKMMH KOPOYKAMH, PACIIOI0KECHHBIC
Ha nepu(epHIecKoi YacTH OIAIIKH B AHaMeTpe 10 7*x4 ¢M CHHIOIIHO-3aCTOHHOTO IIBETa OKPYIIIOH (OPMBI ¢ (heCTOHUATHIMU
OYepTaHUAMH; € — MHOXKECTBEHHbIE TPEIIMHBI U OOPO3/IBI 110 TUITY «MO3TOBHIHBIX)» M3BHJIMH HA JIHE SPO3HUii, PACHIOI0KEHHBIX
Ha MOBEPXHOCTH OMIALIKK OJIeIHO-PO30BOro 11BeTa B auamerpe 10 10%20 cM; o — yqacTKH TMIEPIMIMEHTALMH Ha MECTe pas-
PEIIMBIINXCS BBICHITIAHUIA; IMHEHHO-TOUEYHBIE SKCKOPHAIINH, TIOKPBITBIE TEMOPPATHYECKUMHI KOPKaMH.
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cTHpoBaHa Oone3Hb Xeinmu—Xeim. Yarie Bcero maroio-
TUYECKHI TIpoliecc ObLUT paclieHeH Kak 3k3ema (7 ciiydaes),
repreTudopMHbIi AepMatut [lropunra (5 ciyyaeB) U IH-
onepmus (4 ciayuas). Pexxe — ayTouMMyHHas! Iy3bIpUarka,
oonesnb Mapwe, HeillpoaepMut, AepMmatuT (o 2 ciyuas
COOTBETCTBCHHO), Oyiure3Hass opmMa KpacHOTO ILIOCKOTO
nwIIas, CyOKOpHEaTbHBIN MyCTY/e3, MUKO3 TIIaIKOH KOXKH,
OTIOSICHIBAIOIINHI JTHTIIal, (OITUKYISApHBIN KepaTo3 Kupie
(o 1 cnyyaro cooTBeTCTBEHHO). B psizie ciydyaeB maromno-
THYCCKUIA MpoIiecc ObLT PACIICHEH KaK JEePMATHT WU Jep-
MaTo3 HEeSICHOTO I'eHe3a.

Jleuenue TMPOBOAMIM COOTBETCTBEHHO BHINICYKa3aH-
HBIM KJIMHHYECKAM JWarHo3aM, Ha (OHE KOTOPHIX Ha-
CTymnaJyia IOJTHAasi WJIM HETIONHAs KIMHUYeCKas PeMHCCHUs
JUIUTEIBHOCTBIO OT Tonyrofa jo 4 set u 6onee. B 33,3%
Clly4aeB, HECMOTpPS Ha MPOBOJAMMYIO TEpPaluio, MPOLEecc
nporpeccupoBail. [Ipu 3TomM pa3BuTHE M TeueHHe Ooe3-
HU HOCWJIO WHIUBHIYaJTbHBI XapaKkTep C BOBJICUYCHHEM
B TaTOJIOTMYECKUH IPOIECC JOMONHUTEIBHBIX YYacTKOB
KO)KHOTO TIOKPOBAa, a B PSJie CIy4aeB W CIU3UCTBIX 000-
novek. Hampumep, pacmpocTpaHeHHe KOKHOTO Tpoliecca
HAOTIONATOCH OT O0JIACTU MOIMBIIICUHBIX BIAIUH HA 00-
JacTh IICH, TYJIOBUINA M KOHEYHOCTEH C IMOCICIYIOLINM
BOBJICUYCHUEM H JPYTHX «U3MIOOJICHHBIX» HHTEPTPUTUHO3-
HBIX yYacTKOB TeJa (TaxoBas 00JacTh, MOX MOJIOYHBIMA
JKelle3aMu), B psJIe CIydaeB — OT OOJIACTH CITMHBI HA KOXKY
B 00J1aCTH 1lIeH, )KUBOTA U Oellep; ¢ BOJIOCUCTOM YacTH ro-
JIOBBI Ha KOXY JHla (II0A00POIOK), ICH, TPYIH, CIIUHBI U
€CTECTBCHHBIX CKJIAJIOK.

B xome pa3BUTHS XpOHHYECKOTO MpoIlecca KINHIYe-
CKas KapTHHA MPHOOpeTaa BRIPaKEHHBIA MOITMMOP(PUIM
C TMPOSIBIICHUEM MAaTOrHOMOHHMYHOTO TpHU3HAKA OOJE3HU
Xeinn—Xelnu: nHOUIBTPUPOBAHHBIE ouaru (OJIAIIKH) ¢
UCHCIIPEHHOM UX TTOBEPXHOCTHIO IITYOOKUMHU U3BUITHCTHI-
MU TpeIIrHAME («H3BUIMHBI MO3ray). [IpucyTcTBre nan-
HOTO KJIMHAYECKOTO MPH3HAKA TO3BOJSIIO KIMHHUIUCTY
JIMaTHOCTHUPOBATh Y OOJILHOTO OOJIe3Hb XeHmn—Xennu,
HO cnycts rojsl (o1 1-5 net u Gonee). Tak, cpoku 1O-
CTAHOBKHM JHMarHo3a ¢ MOMEHTa MaHH(ECTaIuu MePBbIX
MpU3HAKOB Oo0Jie3HW cocTaBisim oT 1 mec mo 47 ner
(B cpeanem 13,57 £+ 12,3 ronma). Y 14 (38,9%) Ooinb-
HBIX TUArHO3 OBUT YCTAHOBICH B TEUCHUE MEPBHIX S5 JIET,
y 8 (22,2%) — B Teuenue 11-20 mer, y 8 (22,2%) — B Te-
yenue 21-30 net. B reyenue nmepBoro roga 00JIe3HH KEH-
IMIKMHBI oOpamanich K Bpady vamie (19%), ueM MyKIHHbBI
(6,7%). Tlocne 30 mer Oose3Hu oOpamaeMoOCTh 3a Me-
JOUIIMHCKOW MOMOINBIO PE3KO CHIDKANACh KaK Y MY)KYHH
(6,7%), Tak u y xeHuuH (4,8%).

Ha MoMmeHT rocrnutanu3amnuu Bo3pacT 36 o0cliieoBaH-
HBIX OOJIBHBIX COCTABISUT OT 25 10 77 ner (cpemHuil Bo3-
pact 47,75 £+ 12,4 rona). IIpu 3TOM OCHOBHOI BO3pacTHOM
MUK TOCIUTATM3aIUN PUXOAWICS Ha repuox ot 41 roma
1o 50 ;eT U coBmajal ¢ MUKOM TOCIUTAIU3AIMNN Y MYXK-
gquH (46,7% oT 00mIero gucia OONBHBIX MYKCKOTO II0J1a).
[Tik rociMTamu3anyy y >KEHITMH PUXOIMIICS Ha BO3PACT
ot 31 roma mo 40 ner (38,1% ot obuiero uncna GONBHBIX
JKEHCKOT'O T10J1a).

Knunnueckue mposiBieHus Oonesnn Xeilnn—Xennu
B MOMCHT TOCIHTAIA3AIMH ITallMCHTOB OBLTH CBSI3aHBI C
MOpa’KeHNEM KaK KOKHOTO ITOKPOBa, TaK U BUAUMBIX CIIH-
3UCTBIX oOomouek. [laromormueckumit mpomecc npenmy-
NIECTBEHHO HOCHI cUMMeTpuuHbiid (80,6%), momoctpo-
BOCTIANUTENbHBIN (69,4%) U TeHepann3oBaHHbINA (66,7%)

XapaxTep C BOBJICUCHHEM KOXKHOTO ITOKPOBa OTHOBPEMEH-
HO Pa3HbIX aHATOMUYECKUX 00JIacTei Tena.

Haunbonee n3mro0MeHHON JTOKaIH3aIMed MaTolIornye-
CKOTO TIpollecca Ha MOMEHT TOCHHUTAU3aliK SBISIACH
KOXa B 00JIACTH €CTeCTBEHHBIX cKiafok (88,9%), TynoBu-
ma (66,7%) u 3anHeb60koBOM noBepxHocTu meu (52,8%)
(cM. puc. 1). Pexe mopaxainuch KOXKHBIE TTOKPOBEI B 00-
JIACTH BEPXHHUX W HIDKHHUX KOHeuHocTed (22,2 u 25% co-
OTBETCTBEHHO) U ToJOBHI (19,4%). V skeHIIMH KOXkKa B 00-
JIACTH €CTECTBEHHBIX CKJIAJI0K ObLIa BOBJIEYEHA B IIPOIIECC
B 100% ciydaeB. [Ipu 5TOM BOBJIEUEHUE KOXKU B 00JIACTH
mren HaOromanock vaie (60%) y MmyxunH. O01acTh TyIo-
BHUINIA TIOpaXkKajlach B PaBHOM CTETMEHHU Yy MpPEACTaBHUTENCH
00onx mooB (1o 66,7% COOTBETCTBEHHO).

IIpu BoBnIEUEHUU B IIATOJOIMUYECKUN IIPOLECC KOXKHBIX
MTOKPOBOB B 00JIaCTH €CTECTBEHHBIX CKIAAOK (88,9%) Hau-
0oJiee 4acTo Mopaxaiuch 00J1aCTH MOIAMBILIEYHBIX BIIAJAUH
(71,9%) u naxoBeix ckianok (50%). [Ipuuem y >xeHIIUH
npeobi1aiano MmopaxxeHne B 00JaCTH MOAMBIIICYHBIX BIa-
JH (81%), a y My>K4HMH — IaX0BbIX CKIa0K (53,3%). Kpo-
Me TOTO, BOBJICYCHHE KOXH B OOJACTH MEKbATOIUYHBIX
cknanok (20%) HaOM0Aan0Ch TOJIBKO CPEAN JIUI] MYKCKO-
ro mnoja, a noj MoJo4HbIMH >xene3amu (71,4%) u 3aymi-
Hoii obnactu (9,5%) — TONBKO cpelu JIMILL JKEHCKOTO TOoJa.
BogiieueHre B aTOIOTMUECKUAN MPOIIECC KOXKH B 00JIacTH
MTOJIKOJICHHBIX SIMOK M JIOKTEBOTO CTH0a HECKOJILKO Yallle
BCTpEYaIoch y My>X4uH — B 27,3 u 18,2% ciyuasx coot-
BETCTBEHHO.

[opaskeHre KOXKHBIX TTOKPOBOB TYJIOBHILIA PaBHOU cTe-
neHn (o 66,7%) HaOmomanock Kak y MYXK4HH, Tak U Y
KEHIIIIH C TIPEUMYIIIECTBCHHBIM BOBIICUCHHEM KOKU 00Ja-
CTH JIOTIATOK ¥ TIOSICHUIIBL. BOBJIEUeHNE KOYKHOTO TIOKPOBA B
oOacT OOKOBBIX MOBepXHOCTEH TynoBumia (14,3%) otme-
4anoch TOJIBKO CPEAU MPEACTABUTEIBHHULI JKEHCKOTO TI0Ja.

Knunuueckas kapTuHa ceMeitHON 100poKayeCcTBEeHHOM
XpOHUUECKOU my3bipyarku ['yxepo—Xennu—Xennu Ha Mo-
MEHT TOCTIUTAIM3AINH TPHOOpeTana HCTHHHBIN TTOTUMOp-
¢u3M ¢ HaTMYUEeM NIEPBUYHBIX ¥ BTOPUYIHBIX MOP(OIOTH-
YECKUX DIIEMEHTOB (pHC. 2).

Cpeny nepBUYHBIX DJIEMEHTOB MPH JTAaHHOM 3aboJieBa-
HUU OTMEYAJIMCh D)PUTEMATO3HbIE MISATHA AUAMETPOM OT He-
CKOJIbKUX MIJITHMETPOB JI0 IECSATH U OOJiee CAaHTUMETPOB
pasnIuIHON KOH(GHUTYpAllMH C YETKUMH TPaHUIAMH; ITy-
3BIPHKU JUAMETPOM /10 2—3 MM C BsUIOH TOKPBIIIKOH, TPO-
3payHbIM HITU CEPO3HBIM COJCPKUMBIM, PACIIONOKESHHBIMU
Ha TUIepeMHpoBaHHOM (oHe; mamynsl g0 0,5 cM B aua-
METpe, CKIIOHHBIC K CIUSHHIO ¥ ()OPMUPOBAHUIO OJISILEK.
[Ipu mpucoeqHEHNH BTOPUYHON HHPEKIHH (HOPMUPOBA-
JIUCH TTYCTYNBI 10 2—3 MM B IMAMETPE C CEPO3HO-THOWHBIM
COJICP)KUMBIM, OKPY>KEHHBIC BEHYMKOM T'HIIEPEMHU.

BropuuHbIe 1IeMEeHTHI TIPECTaBICHBI METKUMH PO3H-
SIMA ¢ MOKHYIIIUM JTHOM, U3BHJIUCTBIMH TpPEIIUHAMH U 00-
po3aMH, KOTOpbIe pacrojaraiuch Ha MOBEPXHOCTH Osi-
IIeK, UMEIOIINX CKIOHHOCTh K MEepH(PEepPHICCKOMY POCTY.
Opo3uBHBIE TEPEKTHl YaCTHYHO TOKPHITHI TeMOpparnde-
CKHMH MITM CEPO3HO-THOWHBIMH KOPKaMH HIIM OeliecoBa-
ThIM (puOprHO3HBIM) HasleTOM. Ha MecTe pa3pemunBIimxcs
BBICBIIAHUN — THIIEPIUTMEeHTalus. B MecTtax MoCTymHBIX
JUISL pacCYECOB OTMEUAIIUCH MOBEPXHOCTHBIE TOUEUHBIE UIIH
JMHEHHBIC SKCKOPHAIMY, TMOKPBITHIE TeMOPPAarndeCKUMA
KOpPKaMH.

VY 1(2,8%) 6ompbHON OTMEUEHO OJTHOBPEMEHHOE BOBJIC-
YeHHEe KOYKHOTO MOKPOBA M CIU3UCTBIX 000JI0UeK (Masibie
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1 OOJIBIIIKE TIOJIOBBIE TYOBI), YTO CBHJICTEIILCTBYET O HAJIH-
YUK CHCTEMHOTO MpoIiecca C BOBICUCHHEM Psifia OPTraHOB,
MTOKPBITHIX MHOTOCJIOMHBIM IJIOCKUM MUTENHEM (ITOJI0CTh
pTa, reHUTaNN U KOHBIOHKTHRA) [4, 5, 9, 10].

Cpenu cyObEeKTUBHBIX OILYLIEHHH HA MOMEHT TOCIH-
tammzanmu 33 (91,7%) manpenta orMevanu 3y B MECTax
BBEICHINTAaHWUH, U3 HUX 16 (48,5%) marueHToB OqHOBPEMEH-
HO — Gone3HeHHOCTh; 6 (16,7%) ManueHToB MPebSIBIISIINA
xKasto0bl 00IIEero XapakTepa: HeJJoOMOTaHKe, cIaboCTh, CyO-
(heOpmnTeT, TOTEPSs MAcchl Tela, MOTIMBOCTh, 3alOPBHI,
METEeOpH3M, HapyllIeHHEe NaMsITH.

[Ipu ocmotpe y 11,1% GoMpHBIX OBLIH BBISBICHEI: TIO-
JOKATETBHBIN (peHoMeH Hukombckoro (kpaeBoii); y 27,8%
— MoNIOXKUTENbHBIN peHomeH KeOHepa (MmosiBIieHre CBEKUX
BBICBITIAaHHMI Ha MECTE TPaBMaTHU3allui KOKHOTO TIOKPOBA).

C uenbo MOCTAHOBKU JTMArHO3a MCIOJNb30BAIM IUTO-
JIOTUYECKUNA M THCTOJOTMYECKUH METOABI MCCIICAOBAHMUS.
[Ipu mTONIOrMYEeCcKOM HCCIEIOBAHUH Ma3KOB-OTIEYATKOB
CO JTHA dPO3Wi aKaHTOJIUTHUYECKUE KIIETKH ObUTH OOHApy-
KeHbl y 55,6% OOIbHBIX.

IIpn maToMop(oIOTNIEecKOM HCCIETOBAHUM TKAaHEH
ouara TopaxeHus Ha koxke y 69% OONbHBIX BBISBICHA
TUNHYHAsT MOp(OIOTHYecKas KapTUHa Oone3Hdn Xeimu—
Xelnmu: BHYTPHATHICPMATIBHEIA aKaHTONN3, (JOPMHPOBa-
HHUE Haa0a3albHBIX IIENeH W ITy3bIpeli, BHYTPH KOTOPBIX
0OHAPY)KUBAIOTCS AKAHTOJIMTHYECKHUE KJICTKH, B JIEpPME —
HecrnenupUUecKuid BOCTIAIUTENbHbI HHQUIBTPAT, COIep-
Karui TUMGOLUTHI ¢ MPUMEChI0 203uHO(uIOoB. Y 27,6%
OOJBHBIX TATOMOP(OIOTHYECKAs KApTHHA HATOMIHAIA Ta-
KOBYIO TIPW BYJBrapHOH ITy3BIpYaTKe, M 3aKIIOUUTEITBHBIN
IMarHO3 YCTaHABINBAIIM C YIETOM aHAMHECTHUCCKUX JTaH-
HBIX, KJIMHAYECKON KapTUHBI U PE3YyJIbTATOB UMMYHOTH-
CTOXUMHUYECKOM KapTHUHBI (OTCYTCTBHE (DUKCHPOBAHHOTO
IgG B MEXKIETOYHBIX NPOCTPAHCTBAX DIHICPMUCA).
Y 1 (3,4%) nmanueHTKd TUCTOJIOTUYECKas KapTHHA COOT-
BETCTBOBaJa MOP(OJOTHICCKHM H3MEHEHUSIM, XapaKTep-
HBIM [UTs Oyiuie3Horo nmemguronna. B mociennem ciaydae
MATOJIOTUYECKHI TIPOIlecC MPOTeKal Ha ()OHE caxapHOTo
nuabera 1-ro TMNa ¥ HOCHJI TeHEPATU30BAHHBIA XapaKTep
C OJHOBPEMEHHBIM MOPaKEHUEM KOXKH U CIHU3HCTOH 000-
JIOYKU TIOJOBBIX OopranoB. OTcyTcTBHE (DUKCUPOBAHHOTO
IgG B 30HE OazanpHON MEMOpaHBI AIHICPMHICA ITO3BOIHIO
UCKITIOUUTD y TTAIIMEHTKH OYyIJIe3HbIH neMQurons.

Ha ocHOBaHHMM KOMIUIEKCHOTO KIIMHUKO-MOP(OJIoTrHye-
CKOTO W JTa0OpaTOPHOTO METOMIOB UCCIIEIOBAHUS MAIlUCH-
TaM OblJla JUarHOCTHPOBaHA CeMeiHas J100poKauecTBEH-
Has XpoHuYeckas Iy3bplpuarka ['yxepo—Xennn—Xennu c
MOCTIEAYIOMINM Ha3HAYCHUEM TSPAITUH, TIPUBOJIAIICH K I10-
JOKATEITFHON KIMHIYECKOW TUHAMHUKE B BUJIE aKTHBHOW
WM NTOJTHOM 3MUTENNU3ALUU 3PO3UM, pereHepaluu TPeuH
Y DKCKOpHUAIIHA, OTCYTCTBUS 3y/ia U OOJIC3HEHHOCTH, yIy4-
[IeHUs O0IIETO CAMOYYBCTBHS.

3aKjIroueHue

Pesynbrarel IPOBEJCHHOTO MCCIIECIOBAHUS TPOJIEMOH-
CTPHUPOBAJIH, YTO HAYAJIO MPOSBICHHUS TIEPBHIX MPU3HAKOB
6onesnn Xeitnmu—Xeinn B MOCKOBCKOM 00J1acTH HpHUXO-
JIuTcs Ha Bo3pacT 34,5 + 14,2 roma. Manudecrarus 00-

POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

JIC3HH CBSI3aHA C BOBJIEUCHHEM TOJBKO KOYKHOTO TTOKPOBA,
MPEUMYIIECTBEHHO WHTEPTPUTHHO3HBIX YYaCTKOB TeJa,
TYJOBHUIIA U KOHEUHOCTel. UMuTalMs KIMHUYECKUX TPO-
SIBJICHUH APYTHX KOKHBIX 3a00JIEBAaHU HE ITO3BOIISICT KITH-
HUIMCTY Ha PAaHHUX CPOKaX JMAarHOCTUPOBATh JaHHBIN Ha-
CJIEZICTBEHHBIN Oyiie3Hbll aepmMaTos. TonbKo ciycTs rofsl
(B cpennem 13,57 £ 12,3 rona) B Xo7ie pa3BUTHUSI XPOHUYE-
CKOTO TIpoliecca KIMHUYECKas KapThHa NMpUoOpeTaeT BbI-
Pa)KCHHBIN MOTMMOP(U3M C MPOSIBICHUEM aTOTHOMOHNY-
HOTO NpH3HaKa 6ore3nu. OHaKo HEOOBITHBIE TTPOSIBICHHUS
MOCJIETHEN MPU OTCYTCTBUU CBEJICHUN O HACJIEICTBEHHON
MpeapacioaokKeHHOCTH B 0ombiioM uncie (58,3%) cinyuaes
HE MO3BOJISIOT TMAaTHOCTHPOBATh 00JIEe3Hb XeH—Xenu.
Yame BpauW MOJ03PEBAIOT ayTOMMMYHHYIO ITy3bIPYaTKy
(38,9%), pexxe — repmetudopMHbIil mepmarut JropuHra
(11,1%), ctpentocTadumnonepmuro (5,5%) 1 TOKCHIECPMHIO
(2,8%).

JnTenbHO (IeCATUIETHSIMH) MPOTEKAIOIUI XPOHH-
YECKHUH TPOIECC CO CMEHOH MEpHUOAOB €ro 3aTHXaHUs U
0o0oCTpeHus ycyryOisieT KapTUHY TedeHHs OOJEe3HH C BO-
BJICYEHHEM BCEro KOXKHOTO MOKPOBa, a B PsJie CIy4yaeB U
CIIM3UCTHIX 00O0JOUCK C YCHJIICHHUEM CyOBEKTHBHBIX OIITY-
HIeHU# (3y/, OONE3HEHHOCTh) U YXYAIIEHHEM OOIIEero ca-
MOYYBCTBUSA. Bce 3TO MpHUBOAMT K TOCHUTAIM3ALMU Ta-
UCHTOB, CPEIHUN BO3PACT KOTOPBIX COCTABISIET K ATOMY
Bpemenu 47,75 + 12,4 rona.

Takum o00pazom, NpUHHMas BO BHUMaHHE OCOOEH-
HOCTH KJIMHAYECCKON MaHU(ECTalnu U TCUCHNS OOJIe3HN
Xelnu—Xelnu Ha NPOTSIKEHUM BCETO INEpPUOAA KU3HU
rnanueHTa TpedyeTcsl NpoaoKeHHE TIIyOOKOT0 M3y4eHUs
MTATOJIOTHIECKOTO TIpoIiecca Ha MOJEKYISIPHO-OHOIOTH-
yeckoM ypoBHe. IIpuoOperenHble 3HaHUSA, OE3yCIOBHO,
OyayT crmocoOCTBOBaTh pa3pabOTKe MEePCOHUPHINIPO-
BaHHOW Tepanuu, CIIOCOOCTBYIOMIEH TOCTHKEHUIO CTOMW-
KOM KJIMHHYECKOH pemuccuu 00JIe3HH Ha MHOTHE TO/BI U
obecrieunBaromieil padboOTOCIOCOOHOCT M COLIMAJIBHYIO
AKTUBHOCTH TAIIMEHTA.
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