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POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONESHEN

ITaHHUKYJIHUT, 00YCJI0BJIEHHBIN Je(PUIUTOM
0, -AHTHUTPHUIICHHA

Onucosa O.F0O.", I'pabosckas O.B.!, Tenmox H.IL', Benoycosa T.A.', Jxwcasaxu-
weunu U.C.", Bapwasckuii B.A.?

'Kadenpa koxHBIX 1 BeHepuuecKkux Oonesnelt (3aB.— npod. O.10. Onucosa) neyedHOrO (ha-
kynereta; “Kadenpa naronorndeckoit anaromuu um. A.W. Ctpykona (3aB. — npod. B.C. Ilay-
xoB) 'bOY BIIO Ilepsriit MIMYVY um. U.M. CeuenoBa Munsnpasa Poccun, Mocksa

Hanvl ceedenus o nannuxyniume, o e2o paiuunvix popmax. Ocobulil akyenm coenan na gopme naHHUKYIU-
ma, obycinosnenno2o deguyumom o -anmumpuncuna (a,-AT), mpyonocmsax ouacnocmuxy u revenus. [na
OUACHOCIMUKU HeOOCMAMOYHOCMU 0 -AT HeobxXooumMo: KﬂuHuKo-ﬂa&)pamopHoe obcnedosanue (0bwutl ana-
U3 KPOBU, OUOXUMUTECKOe uccnedosaue, VILMPA38YK0B0E UCCIe008aHUe, 230(]ac02acmpoOOyO0eHOCKONUS
u 0p.), onpeoenenue xonyenmpayuu a-AT 6 Kpo6u, MOLEKYIAPHO-2eHEMUYECKOe Ucciedo6anue: obnapy-
orcenue PiZZ cenomuna (mymayus Glu 342 Lys 6 eomozueomuom cocmosnuu). I[lpusedenvl pesynomamoi
CcoOCMBEHHbIX HabOeHUl 00 FPheKMUBHOCMU NPUMEHEHUS CUCTNEMHBIX 2TIOKOKOPMUKOCIMEPOUAO8 8 Jie-
uenuu nanHuxkyiuma, ooycroenennozo oeguyumon o.-AT.

KnwueBbie cioBa: NAHHUKYAUm, c)e(f)uuum al—aﬂmumpuncuﬁa; MONEKYNAPHO-ceHemuideckoe uccneoosa-

Hue, cucmemmnvie zmoKompmuKocmepouObl.

PANNICULITIS CAUSED BY a I-ANTITRYPSIN DEFICIENCY
Olisova 0.Yu., Grabovskaya O.V., Teplyuk N.P, Belousova T.A., Dzhavakhishvili 1.S., Varshavsky V.A.

.M. Setchenov First Moscow Medical University, 119991, Moscow, Russia

Presents data on panniculitis and its dzﬁ”erent Jorms with special emphasis on panniculitis caused by o -anti-
trypsin (o -AT) deficiency, difficulties in the diagnosis and treatment of this condition. The diagnosis of a AT
deﬁczency is based on clinical laboratory studies (common analysis of blood, biochemical study, ultrason-
ic study, esophagogastroduodenoscopy, etc.), measurement of blood a. -AT concentration, and molecular
genetic studies — detection of PiZZ genotype (Glu342Lys mutation in homozygotic state). The results of
authors’ observations are presented. effective systemic glucocorticosteroid therapy of panniculitis caused

by a -AT deficiency.

Key words: panniculitis; a -AT deficiency, molecular genetic study, systemic glucocorticosteroids.

[MaHHUKYIUTBI — TpyIa TeTEPOreHHBIX BOCHAJIH-
TEeNBHBIX 3a00JICBAHUM, XapaKTEPU3YIOIMIUXCS TTOpaXKe-
HHUEM TOJKOKHOW KUPOBOM KIIETYATKH.

TepmMuH "HaHHUKYIUT"' BIOEPBBIE  MPEATOKUI
J. Salin B 1911 . OnHako HeckonbKO paHee, B 1892 1.,
V. Pfeifer BnepBrie onucan "CHHAPOM O4aroBOW JHC-
Tpouu" TMOIKO)KHOW KUPOBOHM KJIETUATKH C JIOKAJIH-
3armel y3JI0B Ha MIeKaX, MOJIOYHBIX JKelle3aX, BEPXHUX
M HIKHUX KOHEYHOCTSX, COIMPOBOXKIAMOIIUXCS IPO-
rpeccupytonieit cnadocteio. B 1894 . M. Rotmann Ha-
OJIIO/1a)l aHAJIOTUYHBIC M3MECHECHHS Ha HIDKHUX KOHEY-
HOCTSIX U Ipynu 0e3 MOopaKeHUs BHYTPEHHUX OPTraHOB
[1]. Ilo3nHee ans o0o3HAUEHUs MOAOOHBIX 00pa3oBa-
Huii G. Henschen u A.J. AOpUKOCOB IIPEIOKIIA TEP-
MuH "oneorpanyinema" u A.M. AGpukocoB pa3zpadboTain
KJIacCH(DHUKAIMIO OJIeOTpaHysieM, KOTOpasi TTOYTH TOJI-
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HOCTBIO COBITAJIAeT C Kiaccu(DUKAIUIMU NAaHHUKYIINTA,
MOSIBUBIIIMMHUCS TT03%Ke [2].

Crnenyer OTMETHTh, YTO €IUHAs OOIICTIPUHSTAS
KJIAaCCU(UKAIIMSI TTAaHHUKYJIUTA HAa CETOIMHSIIHUN JIeHb
OTCYTCTBYeT. PsamoM aBTOpPOB NPEIIOKEHO TPYIIU-
pOBaTh MAaHHUKYJIUT B 3aBHCHMOCTH OT JTHOJOTHH U
TUCTOMOP(OJIOTHICCKOW KapTHHBL. B YacTHOCTH, BBI-
JIEJIAIOT CeNTabHBIC U J0OYsIpHbIE TAaHHUKYIUTHL. [1pu
CENTaJbHBIX — BOCIAJUTEIIBHBIC M3MEHEHUS TPEeUMY-
[IECTBEHHO JIOKAJH3YIOTCA B COEIMHUTEIbHOTKAHHBIX
Meperoposikax (cenrax) MeXay *KHUPOBBIMHU JIOJbKaMHU.
JloOynsipHBIE XapaKTepU3yHTCS B OCHOBHOM IOpaXe-
HHUEM CaMHX HUPOBbIX Nonek. CoracHo Apyrou Kiac-
cudukanuy oda TUIA TAHHUKYIUTA MOTYT MPOTEKATh C
BacCKyJIMTOM U 6e3 TakoBoro [3-5].

B knmaccudukanuy TaHHUKYIUTA BBIICISIOT MTEPBHY-
HYI0, WJIM CTIOHTaHHY0, (hopMy 3a00JIeBaHUS — TTAaHHU-
KynuT BebGepa—Kpucuena (maHHMKYJIMT He HarHau-
BAIOUIMICA JUMXOpaIslIUuii PEUUIUBHBIA, MaHHUKYJIUT
HUUOTNIATHYECKUN) U BTopuuHyro. K BTOpUYHOMY MaH-
HUKYJIUTY OTHOCST:

* UMMYHOIIOTUYECKHI — Hepeako HaOmrogaercs Ha

(hoHE CHICTEMHBIX BACKYJIHTOB; y JIeTE€H MOXET OBbITh
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BapMaHTOM TEUEHUS Yy3JI0BaTOM 3pUTEMBI (CHHIPOM

Pormanna—Makan);

*  BOJYAHOYHBIN (JIIOMYC-TIAHHUKYJIUT) — Pa3BUBACTCS
npu TIyOOKoi popMe CHCTEMHON KpacHOH BOJTYaH-
KH, XapaKTepU3yeTcsl COUCTaHNEM CHUMIITOMOB IaH-
HUKYJINTa C KO)KHBIMH TIPOSIBIICHUSIMH, TUITUIHBIMH
JUTSL TUCKOMTHOM BOJTYAHKH;

* (epMEHTATUBHBIN — CBSI3aH C BO3/ICHCTBHEM MaHKpe-
aTn4ecKkux (PepMEeHTOB, YPOBEHb KOTOPHIX B KPOBU
MOBBIIIAETCS IPY TAHKPEATHUTE;

* npoiudepaTUBHO-KICTOYHBII — BOSHUKACT IIPH JIeH-
KEeMHH, TUM(OME, THCTHOLUTO3E U 1P.;

*  XOJIONOBOM — JIOKaJbHAsA (hopMa NMAaHHUKYJINTA, pas-
BHBAIOIIAsICS B OTBET Ha CHIILHOE XOJ00BOE BO3/IEH-
CTBUE, TPOSIBIISIETCS TJIOTHBIMH PO30BBIMH Y3JIaMH,
KOTOpBIE IPOXOAAT B TeUeHHE 2—3 HEJ;

* CTEpOMJHBIA — MOXET BO3HUKATh Yy JIeTeH B TeueHUE
1-2 Hen mociie OKOHYAHHSI OOIIETo JICYCHUSI KOPTH-
KOCTEpOMJaMHU, XapaKTepU3YyeTCs CaMOIPOU3BOIb-
HBIM M3JICUCHHEM U He TpeOyeT Tepanuu;

* MCKYCCTBEHHBIM — CBSI3aH C BBEICHHEM HEKOTOPBIX
Me/IMKaMEHTO3HBIX MTPETaparos;

* KpPHUCTAJUIMYECKUH — pa3BUBAETCA MPHU TOAATPE U I10-
YEYHOW HEJ0CTAaTOYHOCTH B CBSA3M C OTIIOKEHHEM B
MOAKOYKHOM KJIETYaTKe ypaTroB M KaJbLU(HUKATOB, a
TaKKe MPH OTIIOKEHUH KPUCTAJIIOB MTOCJIE HHBEKIUI
MEHTA301KHA WIH MECHEPUINHA;

* MaHHUKYJIUT 303MHOQWIBHBIA — MPOSBICHUE HeE-
creun(pUUecKor Peakuuu MpH psAae KOKHBIX M CH-
CTeMHBIX 3a0o0neBaHmi (y3/oBaras dpuTeMa, BacKy-
JUTHl KOXH, YKYChbl HaceKOMBIX, J03MHO(MIBHBIN
HEJUTIONIAT, CHCTEMHas JUM(OMa, HHBEKIMOHHAS
nunodaruyeckas rpaHyiemMa);

* MaHHUKYJIUT C JePUIUTOM KOMILIEMEHTa, MaHHU-
KYJIUT JHUN0AaTpopUUecKuil (MaHHUKYIUT COCIUHH-
TEJIbHOTKaHHBIN, TAHHUKYJIUT ayTOUMMYHHBIN);

* NaHHWKYJIUT, CBA3AHHBIM C JCQUIHMTOM O -aHTH-
tpuncuna (a-AT — uHrMOMTOpa O-MpOTEashl), —
HacJIeJICTBEHHOE 3a0o0JjieBaHUE, COMPOBOXKAAIOIIE-
ecsi CHCTEeMHBIMH TPOSIBICHUSMH: BacKyJIHUTaMH,
reMopparusMH, NaHKPEaTUTOM, TeNaThTOM, He-
¢dbputom [6].

[TaHHUKYITHT, CBA3aHHBIN C IS PUITATOM al—AT, MOKET
OBITh TIEPBBIM NMPHU3HAKOM 3a00neBanus. o -AT sBnsercs
HWHTHOMTOPOM CEPUHOBBIX IIPOTEa3 U B OCHOBHOM I10/1a-
BJISIET aKTUBHOCTH TPHUIICHHA, XUMOTPHUIICHHA, TIJIa3MHU-
Ha, TAaHKPEaTH4IeCKol 3J1acTa3bl, KOJUTareHasbl, akropa
VIII u kammukpenna. CrienoBareibHo, IeUITUT ocl-AT
MOKET OBITh CBSI3aH C HapyLICHUEM KOaryisiuu KpOBU
U QUOPMHONN30M, aHOMANUSAMHU B (HarouuTapHOM Me-
XaHU3Me MMMYHHOTO OTBETa, HApyLICHUEM aKTHBAIUN
3MMOTCHOB U BBICBOOOXKICHHEM MENTUAHBIX TOPMOHOB.
Hedumur o -AT B paBHOW Mepe HaOMOmAETCS y JIMIL
00oero mofa, a TakXkKe JIeTei, XOTS HEeKPO3 MOJKOKHOM
JKUPOBOW KJICTYATKH BCIICJACTBUE ACPUIIMTA al-AT BO3-
HUKAEeT IIPEUMYIIECTBEHHO Y B3pOCibIX. o -AT — Genok
(TIMKOTIPOTENH), CHHTE3UPYEMBIH B IEUEHH, TOKa3aTelb
BOCTIAJIMTEJILHBIX 3a00JIEBAaHUH, MEUCHH, MOHKEITYHI0U-
HOW >kene3bl u Jierkux. Jleduut al—AT MIPOUCXOIUT
B pe3yspTaTe MyTalWu I'€Ha, KOAUPYIOLIEro 3TOT (hep-
MEHT, U IPUBOANT K PA3BUTHIO CUCTEMHOIO MOPaKeHUs
BHYTPEHHUX OPTaHOB B BHJE XPOHHUYECKOH 3M(H3eMbl

JIETKUX, TelaTuTa, Uppo3a, XoiecTas3a, BacKyJlIuTa, aH-
TMOO0TeKa, MaHKpeaTuTa W MeMOpaHo3HO-Tpoiudepa-
TUBHOTO HedpHuTa.

[Tannukymut, oOyciosneHnbd aeduuurom o -AT,
SBJISIFOLIETOCST MHTMOUTOPOM 0O-TIPOTEa3bl, Yalle BO3-
HUKaeT y OONBHBIX, TOMO3UTOTHBIX MO Je(eKTHOMY
amento ZZ. B Hacrosiiee BpeMs UACHTUDUITIPOBAHO
oonee 90 MmyTaHTHBIX anieneil rena o;-AT, knaccudu-
UPOBaHHBIX B Heckonbko kateropuil (F — ObicTpas,
M — cpenuss, S —MemiieHHasd, Z — O4YEHb MEAJICH-
Has). Y KaXJIOTO 4YelloBeKka crenupudeckuii peHoTun
a-AT ompenensercs mo nBym aiensM. CambiM pac-
MPOCTPAHEHHBIM aJIJIeJIEM, KOTOPBIM acCOLUUpPYyeTCs ©
HOPMAJIbHBIMHU ypOBHsAIMHU 0, -AT, siBisieTcst aiens M,
a Jipyrue — S 1 Z OOBIYHO aCCOLUUPYIOTCS C HU3KHU-
MU CHIBOPOTOYHBIMH YPOBHSAMHU (pepmenTta. Takum 00-
pasoM, y TreTepO3UroTHBIX MAUEHTOB ¢ (EHOTHUIIAMHU
MS nnu MZ 00b14HO OTMeuaeTCsi yMEpEeHHBIH nedu-
uuT o -AT, a KIMHUYECKHE MPOABIEHUS OTCYTCTBYIOT
60 MUHUMAaNbHEL. MHorna y mur ¢ dpernotunamu MS
it MZ ceiBopoTtounbie ypoBHH o -AT B HOpME, HO Ha-
OIIoaroTCs KIIMHUYECKHUE MPOSBICHUS TMaHHUKYIUTA.
YV 601bmrHCTBA OOIBHBIX MTAHHUKYJIUTOM, BEI3BAHHBIM
nedummurom al-AT, ormeuaeTcsi peHoTun ZZ ¢ oueHb
HHM3KHUM CBIBOPOTOYHBIM ypoBHEM 0, -AT. ¥V romosuror-
HBIX Onn3HenoB ¢ (enorunoMm ZZ 00ne3Hb pa3BHUBa-
eTcsi B JJI000M BO3pacTe M MPOSIBISIETCSI CUCTEMHBIMHU
MOPaXCHUSIMH BHYTPEHHHUX OPraHOB, OJHAKO HaHHU-
KyJIuT npu 5Toi hopme nedunura o -AT Habmromaet-
cs penko. 13 3Toro cnemyert, 4To acCOIMUPOBAHHBIN C
e pUIUTOM al-AT MMAHHUKYJIUT SIBJISIETCS, BEPOSITHO,
MYJIbTU(PAKTOPHBIM 3a00JCBAHUEM W OTPEICICHHYIO
POJb P AaHHOM 3a00JICBAHUU HAPSAY C ACPHUIIMTOM
o,-AT urpator u npyrue daxropsi [7].

Knuauueckue nposiBIeHUs TaHHUKYJIUTA, aCCOLHH-
POBaHHOTO C AeHUITUTOM (xl—AT, MPENICTaBIISIOT COOOM
y37bl, PACIIONOKEHHbIE IPEUMYLIECTBEHHO B HUKHEH
9acTH JKMBOTA, HA SATOAMIIAX W B MPOKCUMAIBHBIX OT-
Jiefiax KoHeYHocTeil. [[ucTanbHble y4acTKH HUKHUX
KOHEYHOCTEH TMopaxkaroTcsl peke, YeM IpH JApPYTux
¢dopmax mannukynura. [Ipu onuceiBaemoit hopme mna-
HUKYJIMTa 4acTo HaOJIomaeTcs M3oMOopQHas peakuus
(penomen KeOHepa), a y3ibI HEpPENKO pPa3BUBAIOTCS
Ha ydJacTKaxX MpeALIeCTBOBABLICH TPaBMbl MU MOCIE
XUPYPrUUeCKUX BMEIIATENbCTB. M3bs3BiICHME y3710B
SBIIAETCS KITIOYEBBIM TIPU3HAKOM ITaHHUKYIINTA, BBI-
3gaHHOrO Jeduuurom o -AT. TIpu BCKpbiTHH Y3710B
BBIJICNIAETCSI MACIISTHUCTOE BEIIEeCTBO, KOTOpPOE Mpell-
CTaBIIsIeT COOOH HEKPOTUYECKH U3MECHEHHBIC aIUTOIH-
ThI [8].

[Ipr THUCTONOTMYECKOM HCCIEIOBAHUM Y3JIOB BbI-
SBJSICTCS. MIPEUMYIIECTBEHHO JIOOYNSIPHBIA MaHHUKY-
JUT C TSKEIBIM HEKPO30M KMPOBBIX IOJIEK, IUIOTHBIM
BOCHAINTENBHBIM HH(DHUIBTPATOM, COCTOSIIIAM TIpe-
WUMYIIECTBEHHO M3 HEHTPOQHIOB. JOMOTHUTEIBHBIMU
TUCTONATOJIOTMYECKUMHU TPU3HAKaMU JaHHOTO BHJA
MaHHUKYJINTA, OTIMYAIOIIMHU €ro OT Ipyrux (Hopm, siB-
nsiercss MHGUIBTpanust HeHTpouIaMu MeXIy MmydKa-
MH KOJUIareHa B ITyOOKOM PETHKYJIIPHOM CJIO€ JEPMBI
W KpyIHbIE O4ard HOPMAaJbHOM >KUPOBOM TKaHM Haps-
Iy ¢ HEKpOTHYECKH M3MEHEHHbIMM ajunonutamu. He-
KPOTHYECKH N3MEHEHHBIE JKUPOBBIE JIOTHKH UMEIOT BHT
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Puc. 1. Bonbuas B. [lanHuKyIHT, 00yCIOBIEHHBIN TE()HUIUTOM 0, -aHTUTPUTICHHA JIO JIeUe-
HUSI CHCTEMHBIMHU TIIFOKOKOPTHKOCTEPOHAMH. Y3IIbl Ha KOXKE MEePeHEeH MOBEPXHOCTH KUBOTA
(a), npenruieunii (6).

"MmraBaromux" B OKpyxeHnn HerTpoduiaos. Ha mozaneit
cramuu 00JIE3HU HEUTPODHIBI M HEKPOTHICCKH H3Me-
HEHHBIE AJWIIOIUTH HAONIOMAIOTCS peXke, a YKUPOBBIE
JIOJBKH 3aMeMaroTCsl TUM(OIMTAMH, TTIEHUCTHIMU TH-
CTHOIMTAaMH U PUOPO30M pa3IMYHON BBEIPAKEHHOCTH.

D¢ deKkTUBHBIM JIeKapCTBEHHBIM MpernapaTtoM Npu
9TOH (QopMe MaHHHMKYIWTA, BBHI3BAHHOTO Ae(QHLIHUTOM
a,-AT, sBiseTCs MANCOH. Y TIOMO3UTOTHBIX MalUeH-
TOB C TsOKeIbIMU (hopMaMu 3a00JIeBaHHS, KOTOpPbIE
MIPOSIBIISIOTCS TakKe dMQPU3EMON M IMEUYSHOYHOUW He-
JIOCTATOYHOCTBIO, EIMHCTBEHHON TepameBTHYECKON
BO3MOXHOCTBIO SIBIISIETCSI  C)KEHENeNbHAs HH)Y3Us
KOHIIEHTPUPOBAaHHOTO MHrubuTOopa o -AT (60 MI/KT)
unu nepecanka neuenu [9, 10]. B nactosimee Bpemst
UCCIIEYETCS BO3MOXKHOCTE cuHTe3a o -AT mMeTonamu
reHHoi nnxenepun [11, 12].

[IpuBoarM coOCTBEHHOE HAOMIOCHHE.

Bonwsuas B., 51 rox, obparnnace B 1e4eOHO-IHATHO-
CTHUYECKOE OTCNICHHE KIMHHUKH KOXXHBIX M BEHEPHUECKUX
oonesneii [Tepporo MI'MY um. .M. CeueHoBa ¢ xanoba-
MU Ha 0OJIE3HEHHBIE Y3JIbl Ha KOXKE MPEIICUni U nepeiHei
[MOBEPXHOCTH JKUBOTA.

W3 anamHe3a H3HU: MaTh, CECTPa YMEPIH OT paka xKe-
nynka. COImyTCTBYIOIIAs TATOJIOTHSI: XPOHHUECKUH TaCTPHT,
MHOMa MAaTKH, TIOJIHIT KEITYHOTO ITy3bIpsi. AJUIeprojoruye-
CKUIi aHAMHE3 HE OTATOIICH.

W3 anamue3a 3a0oiieBaHUsI M3BECTHO, YTO B JieKaOpe
2010 r. BriepBbie 0€3 BUJAMMBIX IMPUYUH MOSBUIUCH €U~

Puc. 2. PyOuoBbie nedekTsl, 00pa3oBaBIIHeCcs HA MECTE OBIBIIMX
BBICBIIIAHHH TTOCTIe MX BCKPBITHS XUPYPIUIECKUM ITyTEM.

POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONESHEN

HUYHBIC Y3IIbI B 00JacTu mied. B Te-
YeHHe TOJyrojia IpoIecc pacIpo-
CTpaHWICS Ha KOXKy Oezmep, STOIUII,
00J1acTh MOJIOYHOM Kkene3bl. bonabHas
HEOAHOKPAaTHO HaxoAujach Ha CTa-
[UOHAPHOM JIEYEHUU B XHUpypruye-
CKOM OTACIICHHH C UarHo3amu: (u-
OpO3HO-KHUCTO3HAsE OOJIE3HB; OCTPBIH
THOWHBIA MAcCTHT; HHOUIIUPOBAHHBIC
aTepOMBI JIONIATOYHOI 001aCTH U 1JIe-
ya; abcrecc AsroguyHoii oonactu; abc-
LECC MOCJICONEePallMOHHOTO pyoLa;
rpaHyIHpYIOLIas —IOCIeoNnepanuoH-
Has paHa sironnyHOW oOmactu. Ilpo-
BOJIWJIA JICUCHUE: BCKPBITHE W JIpe-
HUPOBaHUE y3JI0B, KypChl CHCTEMHBIX
aHTUOMOTUKOB (11epaboi, TeHTaMUIIMH), MECTHO: JI€3HH-
¢unupyromme cpencTsa, aHTHOAKTEpUaIbHbIE CPEICTBA C
BPEMEHHBIM ITOJIOKUTENBHBIM d(p¢dexToM (Habnomanoch
MOSIBIICHHE HOBBIX Y3IJI0B). [Ipn OakTepHOIOTHYecKOM HUC-
CJICJIOBAHUH PAHEBOTO OTACIAEMOr0 MUKPOGUIOpa HE BbI-
ABJISIACK.

BonpHas Oblia HanpaBlieHa B KIMHUKY KOXKHBIX M BeHe-
puueckux Oone3neit uMm. B.A.PaxmaHoBa /il yTOYHEHHS
JarHo3a u nondopa repanuu. Ha MomeHT ocMoTpa y 0011b-
HOW OTMEYAITUCh €MHUYHBIC OOJIC3HCHHBIC Y3JIbl HA KOXKE
MpEANJICYHid, TTepeiHel TTOBEPXHOCTH KHBOTa CHHIOIIHO-
po30BOii OKpacku, 10 | cM B IuaMmerpe, IUIOTHOIACTHU-
yeckoi koHcuctennuu (puc. 1). Koka Hajg HuMH runepe-
MUpPOBaHHasl, OTEYHAs, C CHHIOLIHBIM OTTeHKOM. Ha koxe
HW)KHUX W BEPXHHUX KOHEYHOCTEH, TyJIOBHUIIA — PyOIBI, 00-
pa30BaBIIUECS MOCIE BCKPBITHS MPEABIIYIIHX 3JIEMEHTOB
(puc. 2). B xIMHUKE YCTAaHOBICH MPEABAPUTEIBHBIN JAHar-
HO3 NMaHHUKynuTa PorManHa—Makan.

BonbHoO#l Oblia mpoBeneHa rIyOOKas OHOIICUS Y37a.
l'ncTonornyeckn ormeuanach MPEUMYILIECTBEHHO HEUTpO-
(wibHast HHQUIBTPALHS TOAKOKHON KUPOBOW KIIETYATKH,
HEKPOTHUYCCKH H3MCHCHHBIC aTUTTOHUTHI (pHC. 3). 3aKiTtode-
HHUE: MOP(OIOTHYECcKas KApTHHA XapaKTepHa JIsl [TAHHHUKY-
JUTa 1Ipu AepUInTe al-AT.

YuuThIBas pe3ynbTaThl JUArHOCTHYECKOW OHoIcuw,
OOJILHON MPOBOAMIM HCCIEJOBAaHHE KPOBH Ha OOHapyKe-
Hue gepmenta o -AT, KOTOpOE ¥ BBIABUIO A€PULMT JaHHO-
ro ¢epmenta — 0,71 r/n (Hopma 0,9-2 r/i).

IIpu Y3U OpromHoii nonocTu, NPeaIpUHATOM A HC-
KJIFOYEHUS! CUCTEMHOCTH 3a00J1eBaHus, HaOIIONANINCh MIPH-
3Hakd AU(DY3HBIX U3MEHEHUH HMapeHXHMBbI MOPKENTyI04-

Puc. 3. buoncus ysna. He#rpodunbHas HHOUIBTpaIUsS MOAKOXK-
HOM )KUPOBOW KJIETYATKH, HEKPOTUUESCKH M3MEHEHHBIE a/IUITOLUTEL
Oxpacka reMaTokcinHOM. YB. 400.
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HOW JKeJe3bl, XpPOHUYECKOr0 OSCKaAMEHHOTO XOJELUUCTUTA,
TTOJIHIT SKEITYHOTO ITy3bIpSl.

ITomumo aTOTO, AIIEHTKA OBIJIa HarIpaBiieHa B Meauko-
reHeTHueckuil HayuHblil neHTp PAMH s MonexynspHo-
TEHETHYECKOTO uccnenosanus. B rene o -AT Obuta o6Hapy-
»eHa yactas myTtauust E342K (Z-annens B reTepo3UroTHOM
cocrosiHun). [1o pesynbraraM MOJNEKYIIPHO-TeHETHYECKOTO
HCCIIEIOBAaHMsI YIaJlOCh BBISBUThH HAJIMYKE Y MAI[HCHTKH Te-
HOTHIIA BBICOKOTO PHCKA OHKOTIATOJIOTHH.

Ha ocHoBaHMU NpoOBeneHHbIX 00CIENOBaHUN IUAarHo-
CTMPOBaH MaHHUKYJIUT, 00yCIIOBIeHHbIA aeduuuTom o -AT.

HasHnaueHo JieueHue CUCTEMHBIMH TIIIOKOKOPTHUKOCTE-
pounamu: npegau3oyoH 0,005 r mo 10 TaGneTok B CyTKH,
C MOCIEAYIONMM CHUKEHHUEM JI03Bl /10 MOJTHOW OTMEHBI
B coueTaHMU C azaTuonpuHoM 50 mr mo 3 pasa B CyT-
KM Ha (pOHE KOoppuUrupymolei tepanuu. MecTHO — KpeM
KyTuBeWT. Jleuenune OonpHasg mepeHocuna xopouo, 0e3
moOoYHBIX siBNeHU. Ha ¢oHe mpoBoaMMON Tepanuu OT-
MeyqaJics MOJHBIA Perpecc BBICHIIIAHUN, CBEKUX BBICHITIA-
HUM He HaOmonanock. [loHas pemuccHs MPoI0IDKAIACh
B TedeHune 4 Mec, rmociie CaMoCTOSTeIbHOW OTMEHBI ITpe/I-
Hu3oi0Ha (20 Mr o 4 TabJeTKH B CYTKH) MOSIBUIIUCH HO-
BbI€ BBICBITAHHUS.

TakuM 00pa3om, Hallle HaOJIOJCHUE IMOATBEPIKIa-
eT (aKT pa3BUTHS NaHHMKYJIUTa Ipu aeduuure o -AT.
Hannas ¢opma NaHHUKY/IWTa dYalle BCTpeyYaercs Yy
B3pPOCIBIX OOJBHBIX, B PSJIE CIIy4aeB HOCUT CUCTEMHBIN
xapakrep (MopaxeHWe TrenaToOMINapHOH CHUCTEMBI Y
Harie OOJNbHOH), OTIMYaeTcsi YMOPHBIM TEUCHHEM U
TOPIUTHOCTBIO K TIPOBOAMMON Tepamuu. Y HaONIomaB-
mieiicss HamMu O0JBPHON UMETUCH TeHEeTHYeCKas IIpeapac-
MOJIOXKEHHOCTb K JIepMaTo3y, BepuuiimpoBaHHasi MoJie-
KYJSIPHO-ICHCTUYCCKUMU UCCIICAOBAHUAMU, U T'CHOTHUIL
BBICOKOTO pHUCKa OHKOnaroioruu. llosoxkurenbHbli
pe3yJbTaT JISYeHUSI MOXKET ObITh IOCTUTHYT P Ha3HA-
YEHWH CPETHHX /103 KOPTHKOCTEPOHJIOB B COUCTAHHH C
a3aTHOIIPUHOM.
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