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NOJIUFNAHAYNSPHbIA AYTOUMMYHHbIA CUHAPOM | TUMA

A.B. Jlpesaav, T.C. Kamvtnuna, O.B. Hevaeea, P.C. Tumenuna
MOHHUKH um. M.®. Bradumupckoeo, 2. Mockea, Poccus

MonurnaHaynapHbie ayToMMMYHHbIe cuHgpombt (MAC), paccmatpu-
BaEeMble B paMKax MMMYHHOW 3HAOKPUHONATUN, XapaKTepuayloTca nep-
BUYHbIM, BOSHUKAIOLLMM B Pa3NUYHON NnocneaoBaTesibHOCTH, NopaxeHu-
eM Asyx unu 6onee nepudepuyeckux SHOOKPUHHBLIX Xenes, CONPoBOX-
jalowmmeca ux runodpyHkuuen, kotopas obycnosneHa nepuumTom
COOTBETCTBYIOLLUX TOPMOHOB BCAEACTBUE MOJSIHOW UAN YAaCTUYHON TKa-
HEeBOW AeCTPYKUMK ayTOUMMYHHOrO reHe3a, YTo nogrsepxaaercs oOHa-
PYXEHUEM NOEHTUYHBIX TMMCTOMOrMYEeCKUX n3MeHeHnn (numoonnasma-
LUUTApPHOM MHPUABLTPAUUN) BO BCEX MOPAKEHHbLIX SHAOKPUHHbBIX OpraHax
[1,2,3,4,5].

OHOOKPUHHbIE ayTOUMMYHHbIe 3a60/1eBaHNSA HEPEOKO CO4YeTaloTCs
C HESHOOKPUHHBIMM aYyTOMMMYHHOTO reHe3a. Pasnuyaiot Tpu tuna MNAC,
anddepeHunpyemMbix Ha OCHOBaAHUU KIIMHUKO-UMMYHOIeHeTU4YeCKux
kputepues. Boigensiot MNAC-1 (Whitaker-cuHApOM), rnasHbIMU KOMIMO-
HEeHTaMK KOTOPOFro ABAKIOTCH rMnonapaTtupens, XPOHNYECKUA Cnusun-
CTO-KOXHbih KaHanao3 (XCKK), nepBuyHbIi runokoptuumam [1, 2, 3,
4]. NAC-Il (cvrgpom LWiMmuaTra) xapaktepusyertcd coyeTaHmemM nepsud-
HOro rMMNoTUpPEeOn3a, NMMNoKoOPTULM3Ma C caxapHbiM anabeTtom | tuna (CA,
1), ayTOMMMYHHbIM TUNodU3NTOM, rMNOroHaguamom [4, 9]. NAC-I1l gu-
arHocTupyetcs npu Bbigssnednn CL 1 B KOMOMHAUUU C XPOHUYECKUM
nMMdouUnTapHbIM TUPEOUAUTOM, NEPHULMOIHON aHeMnemn, BUTUINIO,
anoneuueit [9]. C no3numnii reHeTUKN ayTOMMMYHHbIE 3HAOKPUHHBbIE
KOMIMOHeHTbl [MAC ABNAIOTCA reHeTU4eCckn AeTepMUHNPOBaAHHbBIMUN 3a-
6onesaHuamu. O6 3TOM CBUAETENLCTBYIOT pe3ysibTaTbl CEMENHbIX re-
HeTUYeCcKux uccnenoBannii. BUpycHom nHdekummn npuHagnexuTt posb
MapYoWero BHewHero dakropa, UHULUMNPYIoLWero ayToMMMYHHYIO
aTaky B OTHOLUEHMWU OPraHOB-MULLIEHEN Y NHAVUBUAYYMOB, reHeTn4ec-
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Il. COBPEMEHHBIE MEAULUWHCKWE TEXHOJIOTUA

KN NpeapacnofioXXeHHbIX K NOANIrNaHaynsspHON HanpaBAeHHOCTW Ha-
pyweHua T-KneTo4Horo ummyHuteta. lNporpeccupoBanue 3abonesa-
Hus 0OyCNOBNEHO BTOPUYHON NPOAYKUMEN aHTUTEN, OeiCTBUE KOTO-
pblIX HanNpaBNeHO NPOTMB aHTUIeHOB, BbICBOOOXAAEMbIX MOBPEXAEH-
HbIMU TKaHamu [9, 11].

MNMpuBoanM kNMHMYeckoe HabnloaeHUe peako BCTPeYaloLerocs B
poccunckon nonynsaumn MAC-I.

BonbHast U., 1963 r. p., npoxusatow,ag B Mockosckon 06nacTy, HaxoamMnace Ha
CTalUMOHapHOM Nle4eHnn B OTAENEeHUK TepanesTn4Yeckomn angokpuHonornm MOHUKU ¢
13.10 N0 29.10.04. AnarHo3 npu NOCTYMAEHUN: XPOHUYECKMUIA MMNOKOPTULIM3M ayTo-
WMMYHHOTO reHe3a cpeaHeli CTeneHn TaXecTy B ¢pase gekomMneHcaumn. NepBuyHbiiA
rMnoTUpPeos3 (Kak cneacTsmMe ayTOMMMYHHOMO TMpeouanTa, HopMoTpoduieckunii Ba-
pVaHT) cCpepHe cTeneHn TaxecTu B dase MegukaMeHTo3HoM cybkomneHcaumn. To-
TanbHan anoneums. XpoHn4eckuii atpoduyeckuis racTpuT B ctagum pemuccun. unc-
MeHopes.

lMocnutanmanposaHa ¢ uenbio yrnybneHHOro KIMHMKO-ropMOHanbHoro obcnenosa-
HWA NO NMOBOAY NEPBUYHOTO NMNOKOPTULM3MA, TMNOTUPE03a, Noabopa aneKkBaTHOM rop-
MOHaNbHOW 3aMECTUTENBHOM TEpanuu, a Takxke BepuduKkaLmmn KNIMHUYECKU npeanonara-
€MOro AnarHo3a eLle 04HOro ayToMMMyHHOIrO 3HAOKPUMHHOIO 3abonesanHns — XxpoHuyec-
Koro runonaparupeo3a. Mpu nocTynneHnn npeabsenana xanobbl Ha NporpeccupyioLlee
CHMXeHmne macchl (Ha 10 kr 3arof), ABOEHME B rnasax, CyaopPoXHbIe NOAEPrMBaHNs MbiLUL,
rOfIEHE N KNUCTEN PyK, YyBCTBO «KOMAa» B FOpJIe, NTOTEMHEHMWE KOXHbIX TOKPOBOB, HapyLle-
HWE MEHCTPYanbHOro uMkna (No TUMy 0AMrOONCOMEHOPEN).

Ha ocHoBaHWM AaHHBIX KOMNIEKCHONO KIMHUKO-BUOXMMUYECKOro NCCNenoBaHns
661N AMArHOCTUPOBAH rMNONAapaTMpeOo3, YTO MO3BOAUAO PACLLIMPUTL PAMKU NOANINAH -
AyNApHOK HeAOCTaTOYHOCTH Y AaHHOW 6onbHOW N Bepuduumnposats MNAC-1. Heanaok-
PVHHbIA ayTOUMMYHHBIA KOMNOHEHT MAC-I - ToTanbHas anoneuws — 6uin AnarHocTi-
posaH B 17-netHeM soapacte. C 35 net HabnoaaeTcs aHAOKPUHONONOM Mo NOBOAY
NepBUYHOro rMNOoTUPeo3a. C aTOro BpeMeHu NPoOBOANTCS 3aMeCTUTENbHAA Tepanus
L-tupokcuxom 100 mkr ('/,-'/,Tabn./cyTkun). lloTeMHEHWEe KOXHbIX TOKPOBOB M rMno-
TOHus HabBnopaeTcs B TedeHe nocnegHunx 3 net. Ha ocHose xanob u KNMHNYECKOoro
CUMNTOMOKOMIIEKCA PaioHHbIM 3HA0KpuHOonorom 08.04.04 gnarHoCcTMpoBaH nep-
BMYHBIA TMNOKOPTULN3M, B CBA3M C 4EM Obina Ha3HaAYeHa 3aMeCTUTENbHANA MTIoKOKOP-
TukonaHas Tepanus — NpeaHn3onoH 5 mr, 5 tabn/cytkn. CyaopoxHble nogeprveaHns
MbILLIL, FONEHEeR u KUCTeR pyk Bnepsesie ouyTuna B 34-netHem Bo3pacTe. MNporpeccupy-
loulee yxyaweHne B COCTORHUM OTMEYaeT B TeYeHne 2 MecsLEeB, NPeaecTBOBaBLLINX
rocnuTannaaunm (YCUneHne HTEHCMBHOCTY 06Lei, MbllwedHoM cnabocTu, cTenexn
BbIPaXEHHOCTU runepnurMmeHTaummn Ha GoHe CHUXEHWA Nnokasartesieil apTepransHoro
nasnexusi (min — 80/50 MM pT. CT.), KNTMHUYECKMUX NPORBNEHNA CYAOPOXHOMO CUHAPO-
Ma — flapuHrocnasm; napecresun ryd, nanbues KUCTEN pyk, CTON; NOAEpruBaHNe MbiLud,
nvua, npuctynoobpasHele 3nM30abl kapnoneanansHoro cnaama). Ca?t, P kpoBu Hut-
KOraa paHee He oueHuBanuch, Ca-cogepxalume v npenapatsl rpynns BUTamuHa [l He
nonydyana.

NepeHeceHHble 3abonesBaHns — CKJIIOHHOCTb K Yactomy OPBW, anneHaakToMust
(1974); canbnuxronnactuka (1992), 3KO (1994), 6e3 addexTa; xpoHuueckuii aTpodu-
yeckunii racTput (¢ 1984 r.). MeHapxe B 13 net. MeHcTpyauuu perynapHbie oo 1994 r.
bepemeHHocTeit — 0. C 1995 no 2004 r. — gucmeHopes (¢ 2002 r. 1o TUny oAnroonco-
MeHOopew).

OaHHble 06bexkTMBHOr0 nccnepnosaHus. O6ulee CocToAHNE — CPEAHEN TAXECTH.
Tenocnoxexune HopmocTeHndeckoe (MMT=20 kr/m?). OTCYTCTBYET POCT BOJIOC HA rO-
noee (alopecia totalis). OB6wMin GOH KOXHbBIX NOKPOBOB runepnmrmeHTuposad. Oua-
™ Hanbonee UHTEHCUBHOW rMNepNMrMeHTaLnmM JTOKann3osBaHsbl B 061acTu NOKTeH,
KONEHHbIX CYyCTaBOB, OKOSIOCOCKOBbLIX apeon, Kambl ry6, nanoOHHOrO pUCYHKA, KOXW
Mex@anaHrosbIx CO4NEHEHUA KUCTEM PYK, AECEH, B MECTAX YPE3MEPHOIO TPEHMS KOXM
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onexaon. MelweyHas purngHocTb. OpraHbl AbIXaHUs: BE3UKYNAPHOE AbIXaHNE Npo-
BOOWUTCSA HAZ BCEN NOBEPXHOCTbIO NErkux, Xpunbl He BulCaywuneaoTea. OpraHbl Kpo-
BoobOpaweHnus: o6nacTb cepala BM3yanbHO HE MUBMEHEHA; FrpaHuLbl CepaLua He pac-
WNPEHbLI, TOHbI — NPUrAyLWeHbt, pUuT™M NpasueHbid, HCC=Ps=78 ynapoB B MUHYTY, AL}
min 90/50, max — 110/80 mmMm pT. cT. OpraHbl NMWesapeHus, MoyeoTaenexua 6e3
naTtonorun. HepBHONCUXMYECKUA CTaTyc: runeppednekcus, MeEHUHreanbHbie CUMMN-
TOMbI HE OnpepensaTcs. IHAOKPMHHAA cuctema: LUK He yBennueHa, nmeeT anactuu-
HYK KOHCUCTEHUMIO, IENKO CMELLAeTCs NPpW nNanbnaumn; NOIOXNTENbHLIE CUMMATOMbI
Tpycco, XBocTeka.

KnuHuuyeckuit aHanuna kposu (20.10.04): Hb - 140 r/n, ap. — 4,42 x 10"/ n, UM -
0,95,L-16,1x10°/n, n/ap — 1%, c/an — 53%, 3 ~ 1%, 6 — 1%, nmd. — 34%, MOHO —
10%, CO3-12 mMm/u, nnaamoumTbl — 0. KnuHndeckunin asanna moum (14.10.04) — 6e3
naronornun. buoxmmmyeckuii avanna kposu (14.10.04): 6GunmpybuH npamoii — 15 (n=0-
5 mkmMonb/n), 6unnpy6uH Henpsimoit — 15 (n=5-21 MkMonb/n), xonecTepvH - 6,9 MMonb/n
(n=1,3-5,2), 6enok — 80 (n=65-80 r/n), mouyeBnHa - 7,5 (n=1,7-8,3 mmons/n), kpea-
TUHUH — 77 (n=44-123 mkmonb/n), rmokosa — 4,5 (n=3,3-5,9 mmons/n), K* — 5,1
(n=4,0-5,2 mmonb/n), Na* - 136 (n=131-152 mmonb/n), Ca obw. - 1,6 (n=2,1-2,55
Mmone/n), Ca? - 0,62 (n=1,08-1,31 mmonb/n), ¢pocdop Heopr. — 1,95 (n=0,81-1,62
MmMonb/n), xnopugbl — 93 (n=94,6-115,1 mmonb/n), ACT — 26 (n< 40 En/n), ANT - 21 (ng
40 Ep/n), WO - 64 (n=39-117 En/n). Pe3ynbTatbl FOPMOHaNbHOTO TECTUPOBAHUSA
(14.10.04): TTI - 7,37 (n=0,2-4,0 mkEp/mn), ceT4 - 21,7 (n=11,0-23,0 nmons/n), cBT3
- 3,8 (n=1,0-2,8 nmonb/n), Tutp antuten K TNO - 55,6 (n=0-30 En,/mn), KOpTU30 KPO-
Bu — 20,0 (190-650 Hmonb/n), AKTI - 16,2 (n=2,2-13,4 nmonb/n), Il — 8,4 ME/n, PCIr
-9,2ME/n (Ha doHe pucmenopen). KoHUEeHTpauumsa napaTropMoHa snepssie 6bina on-
peneneHa yxe Ha GOHE IeYEHUS TNNOoKabLIMEMUM U COOTBETCTBOBANA HUXHEW rpaHuLLe
HopMbl — 18 (n=11-62 nr/mn).

Y3U wuTosmaHoh xenesul (LLDK): 06bem LUPK=5,9 cm3, cTpykTypa — anddysHo-
HeoaHopoaHas. Y3 opratos 6ptowHOM NonocTh: BepuduumpoBaH xonenntnas. Yuum-
ToiBas xanobbl Ha ABOEHUE B rna3ax, nposegeHa MPT ronoBHOro Mo3ara, Nno3BonmsLuas
MCKIIIOYUTL NopaxeHue TkaHel opbut u uepebpanbHyio natonoruio. 9Kl : cuHapom paH-
Hel penonapu3aumm Xenyaodkos, HopMmanbHoe HanpasneHne 30C, Npu3Haky rmnokanb-
uMemMun.

B pedepeHc-nabopaTtopumn Poccuinckoro HUM reponTonorum M3 PO no kavectay
TUNUPYIOLLLX PEareHTOB OCyLLecTBNeHo ncenegosanne HLA-aHTureHos |l knacca. Pac-
npeaenenve adtureHos HLA | nokycos A, B, C ougHMBanock B ABYXCTYNEHYaTOM MUKPO-
NMMPOLINTOTOKCUYECKOM TecTe, ngeHtudukaumio anneneit redos HLA || DRB1, DQAT n
DQB1 ocywecTtensanu metonom MNMUP co cMeCbio CUKBEHC-Ccneundunuiecknx npanmepos
(PCR-mSSP). B pe3ynbTate nccnenosaHus soissned HLA-genotun (A- ,B-, C-nokycut)
A2A10, B17B18, Cw2, Bw4,6; HLA-reHotun (DR,DQ-nokycel): DRB1“01,11;
DQA1“0501,0501; DQB1“0301,0602-8. O6HapyxeHa accoumaTsHas CBA3b C reHeTu-
yecknm annenem HLA-DRB1'11.

Hesponorom gMarHocTuposaHa rmnoTupeouaHas sHuedanonaTns; racTpo3HTepo-
JIOrOM — XpPOHUYECKN aTPOodUNUECKUA racTpuT (peMmUccus), xendiekameHHas 6onesHb
(KKB); rMHEKONOromM — AUCMEHOPESA, XPOHNYECKNIA canbnmHroodoput sHe obocTpe-
HUA. Pe3ynbTaThl KMMHUKO-FOPMOHANIBHOIO UCCNEA0BaHNA CBUAETENBCTBOBAIN O AEKOM-
neHcaummM XpoOHUYECKOro NepBUYHOro rMMNOKOPTULN3MA, rMnonapaTtupeosa, rmnoTum-
peo3sa.

OuarHos n puddepeHumanshblit anarHos. NAC-I guarHocTMpoBaH Ha OCHOBaHWN
COYEeTaHNA HECKONBKUX AHAOKPUHHbIX ayTOMMMYHHbIX 3a60neBaHuii (runonapatvpeos,
rMNOXOPTULM3EM, NEPBUYHDIA FMNOTUPE03) C HEIHAOKPUHHBIMU aYTOMMMYHHbBIMU 3200-

NieBannaMu (anoneums, XpoHNYeckunin atpoduHecKuii ractpmT).

XapakTepHo, 4TO rmnonapaTtupeos 1 rurnoKopTUUn3M — ABa N3 Tpex
rnasHbix gnarHoctuyeckux kputepmes NAC-I (knnHmnka XCKK otcyTcTBO-
Bana). OT0 MMENO BaXHOe 3HaveHne rnpv NpoBedeHnn KINHNYECKOn
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avbodepeHumanbHON AnarHoCTUKY, NpeaycMarpuBalowen ncKayeHmne
NAC-1l u NAC-IIl. Kpome Toro, BepudpunumposaHHas no naHHbiM Y3U XKB
paccMaTpuBaeTCsl Kak MHTEPKYPPEHTHOE 3aboneBanue, C NOBbILLEHHOW
4acTOTO BCTpevaoweecsa B nonynsunm 6onbHbix NMAC-1. OBHapyXeH-
Hasa B8 AaHHOM HabniogeHun HLA-accouuaTtnBHas CBA3b C reHeTu4ec-
kM annenem DRB1’11 (conoctasumbiM ¢ HLA-DR5) 0603HayveHa kak
xapakrepHaa gnsa MNAC-1 B KNIMHUKO-UMMYHOr€HEeTUYECKOM UCCnenoBa-
Huun Betterle C. n coagr. [4].

Neyenne. Tepanusa TaxuctnHoM (10 kan. ytpom) u Ca-I43-Hukomepnom (1 tabn. x
2 p/cyT) ncnNonb30BaHa Ans KOPPEKUUM runokansunemmumn u runepdocpartemun. Knu-
Huveckas cybkomneHcauums runokopTvunamMa 6bina AOCTUrHYTaA HA CYTOYHOW Jo3e
npegHu3onoHa - 5 mr. C yuetom nokazatena TTT ot 14.10.04 (7.37 mkEn/mn) posa L-
TpokcuHa 100 Mxr nocteneHHo Obina ysennyeHa oo ageksatHon — 1 Tabn/cyT. Anek-
BaTHas 3aMeCcTUTEeNbHasA ropMoHanbHas 1 metabonuyeckasn Tepanusa cnocobcreosana
CYLLECTBEHHOMY YAYYLIEHMWIO COCTOSIHMSA: MbllueyHasn cnabocTb BO3HMKANa Nuilb npu
ACUXO3MOLMOHANLHOM HanpsixeHuun, ctabunuauposanoce AL (105/70-110/70 mm
pT. CT), cumMnTOM XBOCTEKa. BOCCTAaHOBUNCA MEHCTPYanbHLIM LMkn (menses — 27.10-
01.11.04). BoinucaHa Ha ambynaTopHOe neyeHune C pekoMeHpaumen NpoaoiknTb An-
HaMmnyeckoe KInHuko-nabopartopHoe 06cnesoBaHMe B SHAOKPUHONOMMYeCKoM kabu-
Hete HKO MOHMKW.

Nepsbliit ambBynaTopHbI BU3KUT (15.11.04). CocTosiHME YAOBNETBOPUTENLHOE.
AL, 110/70 Mm pT. cT. COXpaHSeTCs OLLYLLEHWNE NOAEPTMNBAHUS MbILL, FONEHEN, CUMNTOM
XBocTeka — cnabononoxutensHeld. YaepxusaeTtca runokansuyemusa: Ca® - 0,8 (n=1,08-
1,31 mmons/n), pocdop Heopr. — 1,9 (n=0,81-1,62 mmonb/n). [lo3a TaxmucTnHa ysenmye-
Ha no 16 kan/cyT.

Bropoit am6ynatopHbii Bu3nT (03.02.05): AA=130/80 mm pT. cT. CmnToM XBOCTE-
Ka — oTpuuaTtensHbll. Menses perynsipHbie (Yepes 28 aHeli). OTMeuyeH pocT NyLLKOBbLIX
BONOC Ha ronose. O6wnit Ca?* — 2,0 (n=2,1-2,55 mmonk/n), Ca* — 1,02 mmons/n, doc-
¢opHeopr. — 1,6 mmonb/n, TTI - 6,24 MkEn/mn, cBT4 - 21,9 nmonb/n, ceT3 - 1,5 nmonb/
n, koptnason - 18 (190-650 nmons/n), AKTI — 6,0 nmonb/n. CHUXeHUe YpOBHSA KOPTM30na
KPOBM 6610 MHTEPNPETUPOBAHO C TOYKU 3PEHUS CYNPEcCcumn GYHKLMK ranoTanaMmo-rmno-
dU3apHO-HAANOYEYHMKOBOM OCU. BblNO PEKOMEHO0BAHO CHN3UTL CYTO4HYIO A0O3Y Npea-
Hu3onoHa ao 2-1'/, Tabn.

Takum o6pasom, MNMAC-I — yHUKansHOe MOHOreHHoe ayTOUMMYH-
Hoe 3abonesaHune CO cnopaanyeckum ayToCOMHO-PELECCUBHBLIM MEH-
DeneBCckUM TUNOM HacnenoBaHus, HapylWeHUe ayTOMMMYHUTeTa npu
KOTOpOM 00yCnoBneHo Mytauuei ogHoro-eaAnMHCTBEHHOr0 perynmpy-
lowero aytonmmyHutet AIRE-1-reHa, pacnonoxeHHoro Ha 21g22,3
XpoMocoMe. 3To peakoe 3abonesaHue, coobuiaerca o Hanbonblien
ero yactote B PuHnananm, CapanHmm n B Nonynauum MpaHCcKuUx es-
peeB [8].

Bpewms ge6ioTa MNMAC-1 BapbupyeT OT 48 TCKOro Bo3pacTa Ao 44 net
[5]. Muk maundecTaunm npuxogntca Ha BolpacT 12-15 net. CooTHO-
weHune nonoe M: X cootsetcteyet 0,8-1,5:1. 3aboneBaHne accoumn-
npyetcsa ¢ HLA knacca | (A3, A28) n knacca Il (DR-renamu). Coobuia-
€TCSl O NOBbLILEHHON YacToTe BCTpeyaeMocTu B HLA-peHoTUne 60nb-
Hbix DR3 (oTHOCUTenbHbIN puck paseH 1,89) n DR5 (oTHOCUTENbHbIN
puck paBseH 2,85) aHtureHoB [4]. OGHapyxeHne B Hawem Habnoae-
HUK redetu4deckoro annensa HLA-DRB1’11 (conocraBumoro ¢ DR5)
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NoATBEPXAAaeT AAaHHYIO 3aKOHOMEPHOCTLb. CoobLaeTcs Takxe O CHU-
XeHunun pucka passutna CL1 y 6onbHbix MAC-1 npn Hannuum B HLA-
deHoTtmne DQ6 [9].

MaBHLIMU KIIMHNYECKUMU OnarHoctudeckumm kputepuamm MNAC-1,
COCTaB/SIOLMMUN KNACCUYECKYIO TpUaay, aBNATCA rmnonapaTtnpeos,
XCKK, nepsuyHbi runokoptuumam. inartos NAC-1 yctaHasnusaeTcs npu
HaAN4MM KOMOMHaUMKM AIOLIX OBYX M3 TPEX YKa3aHHbIX ayTOMMMYHHbIX
KOMMOHEHTOB. B KavecTse 3HOOKPMHHbLIX U HE 3HOAOKPUHHBLIX KOMIMOHEH-
TOB BTOPOro nnaHa (Manbix aguarHoctuydeckunx kputepmes MNAC-1) paccmat-
pUBAIOTCA NEPBUYHLIA TMNOTUPEO3, NEePBUYHBLIA rTMNOroHaguam, CA1,
anoneuusi, cnHaApom mManbabcopbuum, xpoHU4YeCkuin atpopudeckuin ra-
CTpUVT, runonnasns aManu (Hepeako npeawecTByowas passuTuio rmno-
napaTtupeosa).

MocneposatenbHOCTL Pa3BuTUS runonapartnpeosa, XCKK, runokop-
TMuM3Ma MoXeT ObiTb PasnnYHoi. HYactota BCTpeYaeMoCcTu runonapatu-
peo3a coctaBngeTt 60-89%; XCKK - 80%, runokoptuumama — 60%; He-
noctaTtoyHocTn roHag, — 40-45%; rmnotupeosa — 12%; anoneumst — 29-
32%, CA1 — 1-4% [4, 9, 10]. C noBbiLLEHHON 4AaCTOTOM B NONYyNSLUU
6onbHbIx MAC-I gnarHoctupyertcsa XKB. Mvnonapatmpeos gebiotmpyer B
Bo3pacTe oT 3 Mec. 4o 44 net, runokoptuumam 6 mec. no 41 roga, XCKK
MaHudecTupyeT B Bo3pacTe oT 1 roga oo 36 net [4].

KnuHuyeckuit guarHo3 runonaparmpeosa NoATBEPXAaeTCHd Xapak-
TEPHOW KNMHMYECKO CUMMNTOMAaTUKONM (napecTte3nn ryb, nanbues, Ku-
CTen pyk, CTOn, KapnoneguanbHbii Cnasm, JapuHrocnasm, NpucTynb
cynopor, aHuedanonaTtus, BOSMOXHO pa3BUTUE KatapakTbl, 0OTeka guc-
Ka 3puUTeNbHOro HepPBa) B COYeTaHnn C runokanbumemmen, runepdoc-
datemuen. FTopMOHanbHbIA ANArHO3 OCHOBLIBAETCH Ha OOHapyXeHun
MOHUXEHHOWM KOHLEeHTpauun napatropmoHa kposu. B 49-56% y 60nb-
HbIX rMNONapaTNPeo3oM OOHAPYXNBAIOT MOBLILUEHHbIA TUTP aHTUTEN K
Ca-uyyBCTBUTE/IbHLIM peLenTopamM KneTok napawuToBUOHbIX Xenes
[10]. KnuHnyecknin gnarHo3 runokopTuiindmMa He Bbi3blBaeT 3aTpyAa-
HEeHU NPU HANMYMUN KNacCUHeCcKoro cuMnToMokomrnekca (cnabocTs,
ObiCTpas yTOMAAEMOCTb, FeHepann3oBaHHas rnnepnurMeHTaLma KOxuv
MU CIU3UCTbIX, TMNOTOHUS, raCTPONHTECTUHASNIbHbIE CUHAPOMBI). [Op-
MOHA/IbHbIA ANMAarHo3 NOATBEPXAAETCA NPU OOHAPYXEHUU CHUXEHUS
KOHLEHTpaunn Koptuaona KpoBu, cCBOOGOAHOr0 N KOHBbIOFMPOBAHHOIO
KOpPTM30na Mo4n (Npy noBbiLeHHOM ypoBHe AKTT). MuHepano- v rio-
KOKOPTMKOMAHAA HeJOCTAaTOYHOCTbL Yalle pasBMBaeTCs OAHOBPEMEH-
HO, HO BO3MOXEH pa3pbliB BO BpeMeHn o 3 net. [Npu nono3peHnmn Ha
XCKK ocywecTBnseTcss nepmatonormyeckoe obcnenoBaHne ¢ Lenbto
NUCKNIoYeHus rpmbkoBoit nHdekumn. Hapywenue oyHkumm LXK moxer
BO3HUKHYTb BC/IEACTBME KaK ayTOMMMYHHOIo Tupeoungumta (NepBUYHbIN
rmnoTupeos), Tak u 6onesHn MNpensca (runeptTupeosd). 'mMno- n rmnep-
TUPEO3 NOATBEPXAAIDTCS pe3ynbTraTaMu ropMOHanLHOro TeCTnpoBa-
Hus (nccnepyetca yposenb TTI, ceT4, ¢T3, TUTP aHTUTEN K TUPEOr-
nobynuny, TMpeouaHon nepokcunaase (TrO), TTI-peuenTopHbLIX aHTU-
Ten — TSAb v TBIl). Npu HeperynapHOM MeHCTpYyasibHOM Uukne
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OLleHMBaeTCs roHaaoTponuHoBas ock (actpaauwon, ACr, NI, nponak-
TUH KpoBK). HeobxoanMO oueHMBaTbL 31eKTPoNnUThl Kposu, Ca?*, Mg?,
YPOBEHb MIOKO3bl KPOBU HATOLWAK, P C uenbio nckmovyeHus runonapa-
Tnpeosa, CA41.

O6LWenpMHATO MHEHWE, COrTaCHO KOTOPOMY Y KaX0oro naumeHTa
npu BbigBNeHUN rnnodyHkunu 6onee YeM O4HON SHAOKPUHHON Xe-
ne3bl He06X0ANM CKPUHUHI HA opraHocneunduyeckne aHTuTena K
TKaHAM OpYyrux SHOOKPUHHbBIX OPraHoB (C Uenblio BO3MOXHOW BEepu-
dukauumn nonmanpgokpuHHoro MAC). B kpynHbIXx BUOTEXHONOrN4EeCKnx
LeHTpax, OCHaLLEHHbIX COOTBETCTBYIOLLMMU UMMYHONOINYECKUMU U
UMMYyHOreHeTu4yeckumu nabopatopmsiMm, BO3MOXHO NposBeaeHue Te-
CTMPOBAHNA HA Hanu4ymMe aHTuTen K 21-rugpokcunase, 17-rugpokcu-
nase, P450c17, 34540scc, TMNO, AL (rniotamataekap6okcunase) u
K/ieTkaMm noaXxenyaoyHomn xenesbl, TKAHW HAANO4YeHUKOB, SUYHUKOB,
NOBEpPXHOCTHbLIM KfieTkam Xxenyaka. OgHako cneayeTt NOMHUTb, 4TO OT-
CYTCTBME MOBLILLUEHHOrO TUTPA aHTUTEN elle He UCK/IYaeT NaTtosio-
rmio [3, 9, 11].

JleyeHune. Tepanueit nepeoro Buibopa npu MAC-I asnaertcs
3aMecTuTeNnbHas ropMoHanbHas Tepanus U Koppekuusa metabonnyec-
KUX W 9NIEKTPONIUTHBIX HAPYLLIEHWNIA C YHETOM CTEMneHU BbipaXXeHHOCTY Frop-
MOHanbHOro ageduumnTa B CO4eTaHUM C 06yHEeHMEM NALUMEHTOB, YTO B CO-
BOKYNHOCTU cnocobcTeyeT Hanbonbluen 3apdeKkTMBHOCTU nedermns. Jns
Koppekuun runokanbuMeMnn npu rmnonaparmpeose NPUMEHsIoT Kap-
GoHat kanbuus, TaxucTuH, Ca-A3-HukoMen,. KoMneHcaumsa rurnokopTv-
LLM3Ma OCYLIEeCTBNAAETCH C NOMOLLBIO nogbdopa agekBaTHbIX 403 'K n MK-
rOPMOHOB (nNpeano4YTeHne otpaetca Koptedy, obnanaouwemy Kak
rNIOKOKOPTUKOMAHBIM, TaK U MMHEPAaNoKopTUKOUAHbIM 3ddekTom). Ons
3aMecTUTeNbHON Tepanun rmnoTMpeosa NPoBoAUTCS Tepanusa L-Tnpok-
CUHOM. [1ng nevyenna rpubKoBON UHGEKUMU ncnonbayetcs ¢okKoHa-
3071 U KETOKOHA30/1.

MNpeactasneHHoe HabmoaexHue MNAC-1 obpawaet BHUMAHUE SHOOK-
PUHONOroB Ha 0093aTenbHOEe NPOBEAEHUE FOPMOHANILHOIO TECTUPOBAHUA
Nnpu BbiABNIEHUN Y BONBLHOITO r’MNOMYHKUMN OOHOR-ABYX 9HOO0KPUHHBIX
Xenes. 370 He06X0ANMO, 4TOObI UCKNIOYUTL PA3BUTUE APYINX IHOOKPUH-
HbIX U HE3HAOKPUHHbLIX aYyTOMMMYHHbIX 3a60neBaHuii B pasHbIX coyeTa-
HUAX, KOTOpble MOryT OblTe KOMMOHeHTamu MAC-I, I, 1l Tuna. CoBpemeH-
| Hasi NOCTaHOBKA AnarHo3a — 3anor adpdeKTMBHON 3aMeCTUTENBLHON rop-
MOHaNLHOW Tepanun 1 yAyHLLEHNST Ka4ecTBa XU3HN 6oabHbIX MAC.
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HALL ONbIT MPUMEHEHUS NJIACTUH C YIJIOBOW CTABUIbHOCTbIO

A.Il. 30opoeenxo, I.H. Cmapocmun
Tlodoavckas copodckas kaunuyeckas bonvhuya, 2. Ilodoavck, Poccus

Co3paHue nnacTuH ¢ yrnosow ctabunbHocThio (LCP), paspaboTaHHbix
MexayHapoaHon accoumaumei octeocnHtesa (AO/ASIF), aenaetca pe-
BOAIOLIMOHHBLIM NPOPbLIBOM B HAKOCTHOM OCTEOCUHTE3E. K coXaneHuio, atmn
WUMINIaHTbl elle Mano OLEHEHbI POCCUINCKUMW TPaBMaTosoramMm, Tak Kak
NOAYYMSIM LLMPOKOE PacnpoCTpaHEHMEe AAaneKko He BO BCEX perMoHax Ha-
el CTpaHbl.

B Teyexne 1,5 net Mbl BCe lumpe NpuMeHseM UMIJiaHTbl Ans HakoCT-
HOro OCTEOCUHTE3a C YrNoBOW CTabunbHOCTLIO prpMbl «SYNTHES», no-
cTaBnsiemMble Ha Haw pbiHOK dupmoin «MATUC Mepukan, Poccusa». Uc-
nonb3yeM Kak npocTble, Tak N aHaTOMUYECKU NPeanoAFroTOBNEHHbIe rna-
CTUHbI ANSt Pa3ANYHbIX CEMMEHTOB.

Mcnonb3oBaHne nnactuH LCP ¢ 610kMpoBaHHbIMK LIYpYriaMu npu-
BENO K psily CYLIECTBEHHbIX U3BMEHEHWUI B TaKTUKE NeveHus, 8 onepaum-
OHHOW TeXHUKE N B nocneonepaumoHHOM BegeHnn TpaBMaToNIONMMYeCKNxX
n optoneau4ecknx 60sbHbIX.

KapavHansHO M3MeHMNachb TakTuUka NeYeHNUs — 3HAUYUTENbHO CHU-
3UJICA NPOLUEHT KOHCEePBAaTUBHOIO NIe4eHMA Nepenomos, CHN3UACS NpPo-
LeHT onepupoBaHHbIX annaparamMm BHEWHeN ¢pukcaunu, 3Ha4ynTenb-
HO COKPaTUIUCb CPOKWU NpeaonepaumoHHOR NoAroTOBKM — OCTEOCUH-
Te3 BbiNONHAEM B BO3MOXHO Oonee paHHue CpokKu, HECMOTPSA Ha
COCTOSIHME KOXWU U Hanuume paH. bonbluioe KONM4ecTso BCEBO3MOX-
HbIX UMMNJIAHTOB MO3BONSET BOCCTAHOBUTL aHATOMMIO CETMEHTOB U Ha-
JEXHO yaepXusaTb GUKCUPOBaHHbIE OTJIOMKWN B NMOCcieonepaLnoHHOM
nepuvoge. 370 AaeT BO3MOXHOCTb aKTUBHO pa3dpabaTtbiBaTb CMEXHble

“cycTaBbl U udberarb NOCTUMMOBUNN3ALMOHHBIX KOHTPAKTYp. Taknm 06-

pa3oM, BOCCTaHOBUTEJIbHLIA MEPUOoA, NepemeLLaeTcs Ha paHHuid noc-
neonepauyoHHbi nepmnoa. B kavecTtee NpuMepoB MOXHO NMPUBECTHU
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