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Iepsuunoiti bunuaprwii xonaneum (IIbX) - amo xpoHuueckoe xonecmarmuueckoe npozpeccupyroujee 3a0071e6aHue neueHuU.
OHo xapaxmepu3yemcst 603HUKHOBEHUEM anonmo3a, HeKpo3a U PaspyuieHUeM X0NaHeUOUUmMos, 4mo npusooum K nomepe
INUMENUATLHOLL BLICHUNIKU 6 MENKUX UHMPATIOOYTAPHBLX, UHMEPTOOYTIAPHBIX U CENMAIbHIX 6HY MPUNEHEHOUHbIX
HeNUHBIX NPOMOKAX. DMOm Npouecc conposoH0aemcss 06pazosanuem aHMUMUMoXoHOPUATLHBIX AyMoanmumer,
paseumuem OyKmynoneHuu U 603HUKHo8eHuem xonecmasa. IIpozpeccupyrousuii xapaxmep 3moeo cocrnosHUs NpUsooUm

K nocnedyrouemy passumuio yuppo3a u neueHo4Holl HedOCMarmo4HOCMU HA NO30HUX CAOUAX 3a60neéanus. 3abonesarue
KNACCUPUUUPYEMCS KAK XONAHZUONATNUA.
O630p 0xeamvieaem UCMOPUHECKYIO I80TIOUUI0 NEPBOHAUATILHBIX HA3BAHULL 3A0071€8aHUS, MPAHCHOPMAUUIO

U A0ANMayuIo e2o0 HOMEHKIAMYpPbl 10 Mepe NOSB/IeHUS, PA3GUMUS U 6HEOPEHUS 6 KIIUHUYECKYI0 NPAKIMUKY HOBbIX
Memo00s HOBbIX HAYHHBIX UCCTIE008aHULL. B 0030pe maksie paccmampusaromcs npobemvl 1 603MOHCHOCU 6 TeHeHUU
IIBX ¢ yuemom nosieieHust Hoebix HAy4HbIX OanHbix. Kpome moeo, paccmampusaemcs 3HaveHue HOBbIX MOTIEKYTSPHBIX
0aHHbIX 0 HAPYUweHUU 8bIPabomKY Oukapborama xonaeuoyumamu 6 namozerese I1bX.

Kmouesvtie cnosa: neobcmpykmusHolii OunuapHoiii yuppos, cunopom Adoucona — lanna, eunepmpoguueckuti yuppo3
Iano (6onesHv [aH0), KCAHMOMAMO3HBLTL OUNUAPHDITE YUPPO3 NeHeHU, NePEUUHBLT OUNUAPHDITL UUPPO3 NeUeHU, NePeUUHDL
OuUnUApHoLLL XONaH2UM
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BeepeHue

Iepsuunsnit 6uanapusiit xonanrut (ITIBX) - ato xpo-
HIYeCKOoe XOJlecTaTidecKoe Iporpeccupyoniee saborne-
BaHIe [TeYeHM, IPOTeKaolilee C allONTO30M, HEeKPO30M
U [eCTPYKUMeH OMIMapHOro SMUTEeNUs NpeuMylie-
CTBEHHO MEJIKMX BHYTPUAOIbKOBBIX, MEXIOIbKOBBIX
M CeNTaNbHBIX XXeTYHBIX IPOTOKOB, C 0Opa3oBaHuEM
AQHTMMUTOXOHJpUANBHBIX ayToanTuten (AMA) (ayTo-
VMMMYHHBIII KOMIIOHEHT) U pasBUTVEM B TepMMHAIbHOI
CTafuyM LUPPO3a IeYeHN.

OTkpbiTHE 3TOrO 3a60/I€BaHNUA, IIEPBBIE OICAHNS €T0
K/IMHUYECKNUX, TATOJIOT0aHATOMIYECKIX, MOpGoornye-
CKUX, TabOPaTOPHBIX MPU3HAKOB, a TAK)KE OIpeie/ieHNe
IVArHOCTUYECKUX METONOB TECHO CBA3aHBI C IMOSABIIE-
HIIeM HOBBIX Hay4HBIX METOHOB MccmenoBanms. C aTux
MIO3VIINIT IIPEJ|/IaraeTcsl PaCCMOTPETh ICTOPUYECKIME ac-
MEKTHI OTKPBITYS, OMMCAHNUS U TIOSABIIEHUS JUATHOCTH-
YeCKMX KPUTEPHEB TOr0 3a00IeBaHN.

PanHue onucanusa NbX

Ponb KNUHUYECKNX 11 NaTONOr0aHaTOMMYECKNX MeToA0B

B OTKpbITUI 3a60neBaHuA

PanHee omycaHue OTHOrO 13 KOXXHBIX IPV3HAKOB 3a007Ie-
BaHIIsI, M3BECTHOTO CETOffHS KaK MEePBIYHbIIT O1IMaPHbII
XOJIAHTUT, OTHOCUTCA K cepeHe XIX Beka. B 1851 1. B cTa-
The «O HEKOTOPBIX IOPKEHVSIX KOXKI — BUTUIUTOM/EN —
anmbda-mIaHa, 6era-Tybeposa» ("On a certain affectation
of the skin - vitiligoidea - alpha plana, beta tuberosa®), omy-
6mukoBannon Tomacom Apmuconom (T. Addison, 1793-
1860) 1 Bunbsamom Famnom (W. Gull, 1816-1890) B >xypHa-
e Guys Hospital Report, 6b110 cienaHo IepBoe OImycaHye
KO>KHBIX KIMHIYECKUX TIPU3HAKOB, KOTOPbIE, 10 HabI0-
[EHVIO aBTOPOB, OBUIN CBSI3aHbI C IATOIOrVIEN TedeHn (1,
2]. ABTOpBI OOpaTWIV BHMMAHNE Ha HECKOBKO HEOOBIY-
HbI€, PefKIe TOBPEX/EHNMS KOXKI, KOTOPbIE OTINYA/INCh
OT M3BECTHBIX B TO BPeMsI BUTMINTO U Keymoupa. [jist nx
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OIIVICaHVsI ABTOPBI BBE/N TepMuH vitiligoidea, pencTaBus
iBe GOpMBI 3TUX M3MeHeHwmiL: alpha plana — o6pasoBanus
B BUJIe TUIOCKMX O/IA1IeK BOKPYT I71a3 (KOTOpPBIE MBI TETephb
HasbIBaeM KcaHTenmasMaMu) 1 beta tuberosa — Tiockue Ty-
6eposHble OYTOPKH, BO3HUKAIOLIIE B MECTAaX TPABM U JpY-
TUX YacTAX TeJla: Ha yIIaX, JTOKTAX, KOMIEHAX U B CKJIAJKaX
KOX1 (KOTOpBIE MBI Tellepb Ha3bIBaeM KcaHToMamn) [1].
Kcanrenasmbl onvcbiBam 1 panbiie. Tak, B 1826 1. Paitep
OIYO/IMKOBAJI aT/Iac KOKHBIX 3a60/IeBaHMIt, T7je BIIEpBbIe
OIIICA/T KCAaHTeNasMbl BOKPYT I71a3 KaK «O/IAIIKY I[BETa
3aMILEBOI KOXII, C/IETKA IIPUIIONHATBIE HAJl KOXKEII, He Te-
IUIBIe ¥ He KPacHBIE, MHOT/A PACHIONIOKEHHbIE HECKOIBKO
cumMetpuyaHo» [3]. Opnako o T. Addison 1 W. Gull Hukto
He CBsI3bIBAJI VX MOSIBTICHIE C 3a00/IeBaHMeM MeYeHIL.

B crarpe T. Addison u W. Gull onucamu mopdonornio
KCaHTe/Ia3M ¥ MIPOVMUTIOCTPUPOBAIN UX XYH0XKECTBEHHBI-
MM PeNpORYKUMAMI. BbIIO 3aperrcTpupoBaHo U OMMCAHO
ILATh HAOMIOfIEHNI, TPY U3 KOTOPBIX IO OMVCAHMIO HAIlo-
MIHAIOT 3a00/IeBaHIe, 3BECTHOE CETOMH KaK [IePBUYHbII
Ou/IapHblit XO/AHTUT. Bospact Hab/onaeMbIx MaI[eHTOB
COCTaBJIAN OT 24 1o 43 net. Ilocnenyromuit aHanmus onmca-
HYA 9TUX HaO/IOIeHNIT IIOKa3aJl, YTO BBLAB/IEHHBIE KOYKHbIE
M3MEHEHNs! Y OIHOII JKeHIIVHBl COOTBETCTBOBA/IN TIPK-
3HaKaM TyOepo3Horo ckieposa (tuberous sclerosis), y npy-
TOVl — SPYITUBHON KCAaHTOMBI IIPM CaXapHOM finabete [2].
VI TOMmBbKO Y TpeX KeHIIVH MMEIOIiecs Ha KO>Ke KCaHTe/Ia3-
MBI U IIOCKM€ KCAHTOMBI CONIPOBOXMIA/MICH JANMUTENbHO
JKETITYXOIl, KO)KHBIM 3y7JOM, HEIIPUATHBIMY OLIYILEHNAMNI
B nipaBoM nofipedepne [2]. HecMoTpst Ha TO 4TO B TO BpeMmst
TUCTOIOTIYeCKOe UCC/IeOBaHe I UAeHTUYKALY BO-
BJICYEHHOCTY II€YEHN B MATOMIOTMYECKIIL TIPOLecc ObIIO
HepocTynHo, T. Addison nu W. Gull cipaBepmnBo 3amozos-
pyIu B3anMOCBSsI3b osiB/ieHst alpha plana u beta tuberosa
C TIOpaKeHNeM IedeHH y JTaHHbIX ManymeHTos [1, 4]. Hapy-
mmeHvie QYHKIUM IIeYeHN PV BBUIBIIEHHBIX M3MEHEHVISX
koxt T. Addison 1 W. Gull Ha3Banu HeO6CTPYKTMBHBIM
OMIMApHBIM IIMPPO30OM. YUUTBIBAsA 3HAYMMOCTD BbIABIICH-
HOI1 B3aMIMOCBS13M1 KO>KHBIX IIPOSIB/IEHUI B JVIAaTHOCTHKE
HOBPEeX/EHNsI ITeveH1, 3a00/IeBaHNe CTa/li Ha3bIBATh CUH-
npomoM Anpyucona — lamma. B mocnenyromnye rofsl B aH-
DJIVVACKOTA, PPAHITY3CKOIL ¥ HEMELIKOJT HayqHO JIUTepaType
HOSBWICA PSI KIMHMYIECKIX Y SKCIIEPUMEHTA IbHBIX PaboT,
HOATBEPXKAAOIINX B3aMOCBA3b IOSBICHUs KCAaHTOM
¥ KCAHTE/Ta3M C 3a00/IeBaHISIMI TIEYEHII,  TAKKe B3aVMO-
CBA3D C pa3BUBAIOLIVMCA IUPPO30M IeYeHU U JIUTEIbHOI
OOCTPYKTUBHOI XeNTYX0i1 [3, 5, 6]. B HeKOTOPBIX U3 9TUX
PaboT BBICKA3BIBAINCH JaXKe MPENIIONOXKEHNsI O IIEPBUY-
HOIT pO/IM KCAaHTOMAaTO03a B BOSHMKHOBEHMY OV/IMApPHOI
HEIPOXOIMMOCTH U PasBUTHI OWIMAPHOTO LUppo3a [5, 7,
8]. Ilo pesynprataM IpPOBeIEHHBIX IO3Ke UCCIEHOBAHNUI
ayTOIICMITHOTO MaTepuara, He OOHaPY>KIIM KCaHTOMATO3-
HBIX M3BMEHEHMII B STIUTEINATbHON BBICTUIKE JKETIHBIX
IIPOTOKOB, 0 ueM myicayt Moxon, Fagge, Pye-Smith [5, 7, 8].

V. Hanot v BHeipeHme TepMitHa «rnepTpOPUUECKMil Luppo3
neyeHu C XpoHuuecKkoi xentyxoi» (La cirrhose hypertrophique
avec ictére chronique)

Cuanraercs, 9YTO IEPBO€ OIICAHME KIMHNIECKON KapTi-
HBI 3a00/1eBaHNs, KOTOPOe MbI cerofHs 3HaeM Kak I1BX,
6110 cienaHo Buktopom Yapnsszom AHo (Victor Charles

[acTpo3HTeponorus

Hanot, 1844-1896), ¢ppaHI[y3cKuM BpadoM, U3BECTHBIM
cBouMu paboramu B obmactu remaronoruu. B 1875 r.
B ITapumxckoM yHmBepcutere Hanot npencrasuin cBolo
IOKTOPCKYIO iuiccepTanuio Ha TeMy «[umepTpodaeckmit
LMPPO3 MeYeHN ¢ XPOHMIeCcKoit xentyxoi» (La cirrhose
hypertrophique avec ictere chronique) [3, 9], B koTopoir
0c060 OTMeTNII, YTO [I 3a00/IeBaHNA XapaKTepHO 3Ha-
YNUTENTbHOE YBeMdeH)e TTeYeHN M IIUTeIbHAA KenTyXa.
Hanot o6patni BHMMaHMe Ha TO, YTO YBe/IMIeHNE TeYeHN
He ABJIAETCA NEPBUYHBIM, KaK IPY IIOPTAaTbHOM LIMPPO-
3e. Ho OHO HOCHUT IIOCTOSTHHBIN XapaKTep ¥ COXPaHACTCA
Ha IIPOTSDKEHNI BCETO TeUeHNs O0/Ie3H, He TOABeprasich
perpeccy BrocnefcTsuy. Ha ocHOBaHNM marosnoroaHa-
TOMMYECKUX JAHHBIX OBIIO ITOKA3aHO, YTO yBeIMYeHIe
[IeYeHN COPOBOXKAAETCs 0bmmpHbIM $pubposom [6]. Io-
CIIe[HUIL, KaK OBUIO OTMEYEHO MO3Ke, ABJIAETCA Xapak-
TEepHBIM ITpU3HaKOM 3aboneBanuA. Hanot ormeuarn, yro
HECMOTPsI Ha OTCYTCTBHME KaKOW-M60 BIAMMOI Ipy6oit
06CTPYKLMY TIeYeHOUHBIX IPOTOKOB, OCHOBHOI HPUYN-
HOJI Pa3BUBAIOLIETOCA XPOHMYECKOTO TIPOLIeCcca B IIeYeHN
SIBJIAIETCA MIPEIATCTBUE OTTOKY JKeTYM Ha YPOBHE MEJIKMX
BHYTpPUIEYeHOYHDIX JKeTYHBIX IIPOTOKOB, YTO IOATBEP-
KJIAIOCh aHATOMUYECKVM U MOP(OTIOTMIECKUM COOT-
BETCTBMEM IIPU IIPOBEICHNN BCKPBITUA IIOCTIE CMEPTU
60mpHBIX [3]. Hanot mpennonoxms, 4To BOSHNKHOBEHE
IIPEIIATCTBYIA /I OTTOKA SKeT4M, CKOpee BCero, CBA3aHO
C KaTapa/JbHBIM BOCIIaTleHMeM MebYalilliNX pa3BeTBie-
HI YKeTYeBbIBOZALIEH CYICTeMBI, BHI3BIBAIOLIVIM BHY TPH-
IIeYeHOYHYI0, a He BHEIIeYeHOYHYI0 HeIIPOXOAUMOCTD [3].
V3 Habrmrofennit Hanot u gpyrux aBTOpOB, a TAK)Ke U3 OIN-
CaHHBIX 9KCIIEPUMEHTAIbHBIX PaOb0T CTAaHOBUTCA SCHO,
4TO IO Mepe pasBUTHUA 3a60/IeBaHMA BOKPYT XKEMTIHBIX
IIPOTOKOB BO3HMKAET U PacIpOCTpaHAETCA KIeTOYHAs
nHpubTpanus, ¢ubépobdaactTudeckas mponudeparis
U 06CTPYKIVA MaJIbIX XeTYHbIX X0f0B [3]. Takxke ObU10
3aMe4eHO, YTO MMeeTC sl OTCPOYEHHOE Hayajo Pa3BUTHA
acIyTa 1 ApyTHX OC/IOKHEHMIA, ABJIAIONIMXCA CIeCTBIEM
IopTanbHOI runiepTeH3un. 3acnyra Hanot coctout B ToMm,
410 OH B 1892 1. Hatmcan MoHorpaduio «lumeprpodude-
CKII1 IMPPO3 IEeYEeHN C XPOHMYECKOI XKEITYX0i1», B KOTO-
POIT YeTKO OMMCaN KIMHIYECKYIO0 KapTUHY 3a00/IeBaHu,
OT/IMYHYIO OT BTOPUYHOTO 61mapHoro uupposa [9]. Ilpu
3TOM, TIPABJa, OH OLIMOOYHO YKa3al Ha BO3SMOXHYIO PO/Ib
cndunnca B ero npoucxoxpennu [9]. 3o sabonesanne
OJIHO BpeMs HasbIBa/M ruIepTpoduueckuii yppos laxo,
mny 6omesHb [aHo (B fpyroit TpaHcuTepanym — 607e3Hb
Ano) [4, 10].

BaxkHocTb pa3paboTku xummueckux 1 nabopaTopHbix
MeTof10B ANA U3yueHus 3abonesanna

Onpenenenue coCTaBa KCAHTOM, KCAHTENA3M, U3MEHEHNs
JINNNAHOrO COCTaBa KPOBK 1 NMOABJIEHNE TEPMIAHA
«KCAHTOMATO3HbIi GrnMapHbIi LUPPO3»

IlepBble COOOMEHNS O XMMMYECKOM COCTaBE KCaH-
TOM M KCaHTenasM ObUmM chenaHsl KBMHKBaymom
(M. Quinquaud) B [Tapmxe B 1878 . Ha 3acemaHmy KiIn-
HIYeckoro obmectsa [11]. B omybnmukoBaHHOM HOKIaze
M. Quinquaud roBoputcs, 9TO KCAHTOMBI 11 KCAHTeNa3-
MBI BO3HUKAIOT «B CJIy4asix M30bITKA )KUPOB B KPOBIL».
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ITo maHHBIM aBTOpa, COREpXKaHME «KUPOB» B KPOBMU
TAaKUX MAlMEHTOB MOXET IIPeBBIUIaTh PU3NONIOTHYe-
CKYI0 HOpMY B 1ecTb 1 6onee pas [11]. Ha ocHoBanun
IIOJTyYeHHBIX JJAHHBIX aBTOP JelaeT 3aKIi4YeHne, YTo
«V3MeHEeHMe COCTaBa KPOBM UTPaeT BAXXHYIO POJIb B Pa3-
BUTHM 3TOTO TH0OOMBITHOTO COCTOSTHUS».

B mocnepyromye rofbl yueHble Bce Yallle ONMMCLIBAIOT
KJIMHMYeCKUe HaOMIOfeHNs ¢ MOpakeHMeM IIedYeHl,
NPOTEKAWINNE C [JAUTEIbHON >KEATYXO0M M COIPOBO-
SKIAIOLVECs] KOXKHBIMY IIPOSIBJIEHVSIMY B BUJie KCAHTOM
u KcaHTenasMm [5, 12, 13]. B konire XIX Beka B OCHOBe
onucanus 3aboeBaHMs JIeXanu KIMHNYeCKUe TIPU3Ha-
KI ¥ pe3y/bTaThl NaTOMOTOAHATOMUYECKMX BCKPBITHIA
60IBHBIX IIOCTIE UX CMePTH [3].

B nepsoit monoBuHe XX cTO/meTs] paspabaThBalOTC
U BHEIPAIOTCA B KIMHIYECKYIO IIPAKTUKY HOBBIE 1a00-
paTOpHBIE METOABI, UTO CBITPAI0 BaXXHYIO POJIb B BbI-
SIBJIEHUY U PACIO3HABAHMM Tab0PATOPHBIX [IPV3HAKOB
3ab0/eBaHNsl y MAIEHTOB C [UATHO30M «CUHAPOM Af-
nyicoHa — [ayuta»/«6onesus [aHo». TTosBIAETCS BO3MOXK-
HOCTDb OLIEHUTb MeTabO0NM3M JIMIUOB ¥ YCTaHOBUTD
JIMIIMHBIN TPOGIIb, IOHATD Y PaCIIPUTD IpefCcTaBIe-
HIISI 0 MeXaHU3MaX 00pasoBaHMsI KCAHTOM M KCAaHTeJa3M.
S.J. Thannhauser u coasr. B koH1e 1930 — Hayasne 1940 rr.
Ha OCHOBAaHUY KIMHNYECKUX IIPU3HAKOB U C YIeTOM O11-
OXVMMUYECKVX JJaHHBIX BBIABU/IM YETKYI0 B3aIMOCBS3b
MOSIBIEHUS] KCAHTOM U KCaHTeNa3M C IMOBBINIEHHBIM
yPpOBHEM XOJIeCTepUHA U JIELUTHHA (B YeThIpe — BOCEMb
pas Bblllle HOPMBI) B CBIBOPOTKE KPOBM 9TUX ITAL[MIEHTOB
[14, 15]. S.J. Thannhauser u cOaBT. IPERIONOXKIIN, YTO
MPUYMHO OIMCAHHOTO COCTOSIHMS SIBMsIeTCs iuchanaHc
ob6pa3oBaHus U BbIBefleHNMsA XonmectepruHa. HecmoTps Ha
3HAYNTeNbHOE NOBBILIEH)E XONIeCTepUHA 1 JIeLUTUHA,
CBIBOPOTKA KPOBY OCTA€TCS IPO3PAYHOIN U He OBIBAET
«KpeMoBoi» [14, 16]. TlosiBnsI0TCS BakHbIe 1abopaTop-
HbIe IPU3HAKY «CUHApOMa Afjiucona - [amma»/«6onesun
[aHO»: TIOBBbIIIEHNE YPOBHS XOJeCTEpUHA U JIeIUTHHA
B I/Ia3Me KPOBU 3TUX OO/IbHBIX.

Kpome omnmcannsi HOBBIX /1a6OPAaTOPHBIX MPU3HAKOB,
aBTOPBI BHEC/IN CYIIECTBEHHDIE JOIOTHEHMS K M3BeCT-
HBIM (Hamy4ye KCAaHTOM ¥ KCaHTeNna3M Ha KOXe, yBe-
JIMYeHNe TIeYeHY U Ce/le3€HKM, XKe/ITyXa MHOTO/IeTHel
IPOJO/DKMUTENBHOCTI) KIMHUYECKUM TIpu3Hakam [15].
S.J. Thannhauser u coaBT. 06paTUIM BHUMAaHNE Ha TO,
YTO «BCe C/Iy4al, O KOTOPBIX COOOIIANOCh IO CUX HOP»,
ObI/I ITpefCTaBIIeHbI al[IeHTaM )KeHCKOTO I107Ia B BO3-
pacte ot 30 mo 50 et [14, 17, 18], Tak)Ke OHU OIMCAIK
y 9TUX MAIVIEHTOB B KaueCTBe OJHOTO U3 Ba’KHEIIINX
CUMIITOMOB 3a00/IeBaHNUsI KOXKHBIL 3y ¥ OTMETUIN,
YTO HECMOTps1 Ha BbIcKazaHHoe V. Hanot npenmnonosxe-
HJle O TOM, YTO Ipy 3ab0NeBaHNY VIMEETCs BOCTIA/TIeHe
MEJIKVIX YKEeTYHBIX IPOTOKOB, Y MAIIVIEHTOB OTCYTCTBYIOT
XapaKTepHble /sl BOCIaIeHNsI IMXOPafiKa 1/ 03HOO.
C yderoM HammuusA y GONBHBIX LUPPO30OM KCAHTOM
un kcantenasm H.E. MacMahon u S.J. Thannhauser
B 1949 . mpeptoXX 1y Ha3BaThb 3TO 3a60/IeBaHye KCAHTO-
MAaTO3HBIiT OMIMAPHBII LUPPO3, BBIAEINB €T0 B KaUeCTBe
caMocCToATeNbHOI matonorun [14]. IIpu sToM aBTOpEI
OTMETW/IN, YTO KCAHTOMATO3HBII OGMIMAPHBII IMPPO3
HeJIb351 OTHOCUTD B TPYIIITY IUIIEPXOJIeCTEPUHEMIYECKO-

rO CeMeTHOr0 KCAHTOMATO3a, IOCKO/IbKY «3a IPOIIef-
Ilee BpeMs B ONVCAHHBIX CIyYasiX He ObIIO BBIABIEHO
ceMeltHoI 3aboneBaeMocT» [14].

Tema reHepanM30BaHHOTO HAKONJIEHMS NUNULOB
U pa3BUTMS KCAaHTOMAaTO3a OblIa YCIIEMIHO pasBUTA
S.J. Thannhauser ¢ komteramu [15] 1 BiociefcTBIY Ipu-
BJIeK/Ia BHUMaHMe U3BECTHOrO numnuponora XX cromie-
s OpBappa Apenca-mnapmrero (E.H. Jr. Ahrens) [19].

E.H. Jr. Ahrens n npeanoeHHblii UM TePMUH

«NepBUYHBIA OMANAPHDBIN LNPPO3»

Hoxrtop Apenc (E.H. Jr. Ahrens, 1915-2000) BHec or-
POMHBIII BK/IaJ B TOHMMaHUe MeTabonmaMa XoIecTepu-
Ha 1 B ONMCAaHNUe HAPYIIEHNUs TUINFHOTO oOMeHa mpu
3a00/IeBaHNM IIeY€HN, KOTOPOE IMIPOTEKAJIO C HaIM4ImeM
KCaHTOM U runepnunupemueii [16, 19, 20], uro npuseno
K YIy4IIeHNIO TUarHOCTUKY KCAHTOMAaTO3HOTO Oumap-
HOTO LIIPpo3a Ha 6ojlee paHHUX cTaanAx. Ero knnHuve-
ckoe uccnenoBanue 1o [16X — ogHo 13 Hanbosee 9acTo
nuTpyeMbIx [16]. Ha ocHoBaHMM Habmopenu 3a 18 ma-
[VIEHTKaMI C KCAHTOMATO3HBIM OM/IMapHBIM LPPO30OM,
Ahrens mokasai, 4To MHOTrue 6O/NbHBIE, HECMOTPS Ha
HOBBIIIEHNE YPOBH: MNINJO0B B CBIBOPOTKE KPOBHU, HE
VIMEIOT KCAaHTOM 1 KCAHTe/Ia3M, JOKa3aB TaKiM 00pasoM
CYLeCTBOBAHNE NPEAKCAHTOMATO3HOM CTafAMN y STUX
6O/IBHBIX HA CTA[MM PA3BUTOrO XojlecTasa. IIpegKcanTo-
MaTo3Has CTajus, o faHHbIM Ahrens, xapakrepnsyet-
CsI MEHBIIEN CTeNeHbI0 0OCTPYKIIUN XKeTIeBbIBOTALINX
IyTell ¥ MeHee BHIPaXXEHHBIM IIOBbILICHNUEM YPOBHSI JIN-
IIMI0B B CBIBOPOTKE KpOBMU [16].

B cBomx nccnenoBanusx Ahrens mokasas, 4T0 6O/IbIINH-
CTBO IMAIMIEHTOB HAaXOIUTCA Ha «TOKCAHTOMATO3HON»
CTaJyM, a «KCAHTOMAaTO3Has» (asa, M0 ero BbIpaxe-
HIIO, MIPELCTAB/sIeT COOO0I MNIIb HanbojIee «TSDKENyIo,
ApaMaTUYHYIO» TEPMUHATBHYIO CTAAUI0 PAa3BUTHSA
60mnesnu [16]. ITo muennio Ahrens, KcaHTOMAaTO3 MpK
3TOM 3ab0JIeBaHMU AB/IAETCA BTOPUYHBIM, a 3ab0neBa-
HUe IpOTeKaeT B TPU CTAfAMUM: IIPEAKCAHTOMATO3HAs,
KCAHTOMATO3Hasl 1 TepMUHA/IbHas [16].

Ahrens Tak)Xe IPOXEMOHCTPUPOBAA BO3MOXHOCTH
06paTHOTO PasBUTHA KCAaHTOM U KcaHTenasM. [lepexop
B BBIPOXEHHYI0O KCAHTOMATO3HYI0 CTafiuio U 06paTHO
3aBUCHUT OT CTEeIleH) MOBBILIEHNs YPOBHS X0O/IeCTepIHA
U JIELJUTHHA B CHIBOPOTKe KPOBU. BBIIO IOKasaHo, 41O,
€C/IM IMIU/BL CBIBOPOTKM OCTAITCS KOCTATOYHO IO-
BBIIIEHHBIMU B TeYeHMe IIUTETbHOTO BPpeMeHM, MOKHO
IIPOTHO3MPOBATH MOSABIEHME KCAHTOM KOXIM, @ €C/H TI0
Kakoi-nmnbo mpuunHe 06CTPyKIusa OymeT ycTpaHeHa,
MOXXHO OXXMJATh, YTO JUIUAB CBIBOPOTKIU YIALYT [0
HOPMAa/IbHOTO YPOBHS U KCAHTOMBI paccocyTcs [16].
IIpu stom, mo maHHbIM Ahrens, usMeHeHUsA MUINJ-
HOro npoduis, IpUBOAsAIIMEe K KCAHTOMATO3y KOXMI,
PasuUTENIbHO OTINYAIOTCA OT TEX, KOTOPbIe OLpPee/siioT
Ha/IM4ye aTepoOMaTo3a apTepuii, B CBA3K C Y€M Y ITUX
[AI[MIEHTOB He OBUIO BBISBIEHO KIVHIYECKIX, ITIEKTPO-
KappuorpadnyecKux Uau peHTreHorpadguieckux mpu-
3HAKOB aT€POCK/IEPO3a UM KOPOHAPHOI 60/me3Hn [16].
ITonemusupya ¢ Thannhauser u ero komreramu 06
OIIpefieNleHNN «KCAHTOMATO3HBIII OMIMapHBIIT LUPPO3»,
Ahrens moguepKBaI HETOYHOCTH IPEAIOKEHHOTO MM
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TepMIHA C YYETOM TOTO, YTO KCAHTOMBI VM KCAHTEIa3Mbl
BCTpedaroTcs b B 5-10% cyvaes [14, 16]. IIpu atom
B 3HAYNMTE/NbHOI YacTV PAHHUX COOOIEHMIT ONMCAHDI
[aIMeHThl ¢ KCAHTOMAaTO3HBIM OMIMAaPHBIM LVPPO30M
Ha CTaJyUM XXeNTYX! U NeKOMIIEHCUPOBAHHOTO L{UPpPO-
3a. [IpakTidecky Bce 9TV NMAIVEHThl YMUPAIU OT IUP-
po3a U Ie4YeHOYHOI HeOCTaTOYHOCTH B Te4eHMe mpu-
MepHO 10 7eT mocte MOCTaHOBKM AmarHosa [19, 21, 22].
B pesynprate Ahrens u coaBt. ¢ yuetom mopdomnoru-
YECKOTO ONMCAHMA 3aKIIUYUTENbHON LUPPOTUIECKON
craguy 6one3nu B 1950 . 060CHOBaMN U BB TEPMUH
«IIepBUYHBII OMmnapHblii nyppos» [19]. C atoro Bpeme-
HU TEPMMUHBI «CUHAPOM ApnpucoHa — [anna», «60/mesHb
laHO» U «rumeprpoduyeckuit yuppos [aHO» UMeENT
MCTOPUYECKUIL XapaKTep.

Ahrens o6paTi BHUMaHMe Ha IapajjoKC B JIMIVTHOM
aHa/M3e KPOBY IIPY NEPBUYHOM ¥ BTOPUYHOM Oummap-
HOM LIIMPPO3ax, KOTOPbI/l OH MPERIOXKII MICIIO/Ib30BaTh
st sudepeHIanbHON FUATHOCTUKY STUX COCTOSHUIA
[19]. Tak, mpy mepBUYHOM OVMIMApPHOM LIppO3e KPyII-
HbIe JKe/TYHbIe IIPOTOKY BCerpa IPOXOAUMBL U 110 HUM
JKeTT4b MOXKET IOCTYNAaTh B KUIIEYHUK, HO IPU 3TOM
OTMEYAI0TCs1 YPEe3BBIYAIIHO BBICOKME 3HaUEHMsI 0611ero
xornecTepuHa (B 4-8 pa3 BbIllle HOPMBI), @ TaKKe JIeL-
TuHa (B 4-10 pa3 BBIIIe HOPMBI) B CBIBOPOTKE KPOBIL.
ITpu aTOM HeiTpanbHbIe TUMVBI HAXOATCA Ha HUSKUX
3Ha4YeHMsX [14, 16]. A BOT npy BTOPUYHOM OUIMAPHOM
LMppO3e, CBA3aHHOM C HOMTHON 06CTPyKUMel KPYIHBIX
JKETYHBIX IIPOTOKOB 1 HAPYILIEHIEM OTTOKA XKeI4H, Ta-
KOT'O 3HAYMTETBbHOTO ITOBBILIEHN YPOBHS XO/IeCTepPIHA
U NeLITHHA, He HabmogaeTcd [14, 16].

ITo nauHbIM Ahrens, aHayN3 TUONOB CBIBOPOTKY KPOBI,
JOTIOTTHUTEIPHO K KITMHIYECKIM U IIATO/IOrOaHATOMMYe-
CKVM JaHHBIM, ABJIAETCA PelIAoNIM Pe3yIbTaToOM I
AMATHOCTYKY «IIePBUYHOTO (KCAHTOMATO3HOro) Gumn-
apHoOro 1yppo3a». B 50-e rofpl MpoILIOro CTONETUA 3TO
IIPUBETIO K OIIPeie/IeHHDIM yCIleXaM B YIY4LIeHNH JA1ar-
HOCTMKM 9TOTO 3a6071eBaHMs Ha 60Iee paHHUX CTaINsX.
BoraBnennble HapyIIeHys IMIuAHOro craryca mpu 11X
HO3>Ke ObUIY MOATBEPXKAEHBI TaHHBIMU MCCTIeOBAHNSA
JKETIM Y TeNIaTOOMOIITATOB STHX MALIMEHTOB C IIOMOLIbIO
31P-SIMP-cniektpockonuu [23].

Co BpemeHu mosjeHus pabor Ahrens u coaBT. Knu-
HIYecKue, 1ab0paTopHbIe U ITATOIOTOAHATOMUYIECKIE
aCIIeKThl «IePBUYHOrO OVMIMAPHOTO LMpPpo3a» OBLIN
ycTaHOBJIEHBI [3]. BbUto faHO KNIMHMYECKOe ompefere-
HIl€e «IIePBUYHOTO (KCAHTOMATO3HOTO0) OMIMApHOTO Lyp-
Po3a», BBISICHEHBI HAPYIIEHNS TUIMIHOTO 0OMeHa, BbI3-
BaHHBIE 9TUM 3a00JIEBaHUEM, U CO3JAHBI IIPENIIOCHUIKI
171 60J1ee TOUHBIX MICC/IENOBAHMIL TUCTOIATOIOTMYECKOM
SBonmoLNM 3abonepanns [24, 25].

Hapsny ¢ mpejyio)xeHHbIM aHATN30M TUIIUOB CBIBOPOT-
K/ KPOBU IIPOMCXOINUT Pa3paboTKa 1 COBEPLUIEHCTBOBA-
Hue MOpQOJIOrNYeCcKUX METOLOB, a TAK>Ke BHE[peHMe
B KJIMHMYECKYI0 IPAKTUKY METOfla YPECKOXKHON IYHK-
LIVIOHHOJI OMOIICUY TTeYeHN. ITO MO3BOMNIO IIPOBORUTD
[PVDKVM3HEHHBIE TYCTOXVMUYECKIe ¥ MOP(OIOTnIecKye
MCCTIefOBaHNs OMONTATOB II€YEHN, YTO, B CBOIO OYePeb,
CrIoco6CTBOBAJIO YIYYILIEHNIO AUATHOCTHKY 3ab0seBa-
HJIS HA CaMbIX PaHHMX €ro CTaAMsAX.

[acTpo3HTeponorus

Mopdonoruueckue u 3N1eKTPOHHO-MUKPOCKONUYECKNE
metopabl B usyyenuu MbX

Mopdonornueckne knaccuduraumm MbX

B 60-e rr. mpomoro cronerus E. Rubin u coasr. [26]
BIIEPBBIE OIIVICANN CIIEKTP TUCTONOTMYECKUX M3MEeHe-
HMUIT TeYeHn, BoisABIeHHbIX npu [IBX B 6monrarax me-
yeHN. ABTOPBI OTMeYay, YTO EePBUYHOE ITOBpEXe-
HJe NIPOVMCXOIUT B MENTbYaNIINX XETYHBIX IPOTOKAX,
YTO CONPOBOXAETCA KJIETOYHOMN, I'PaHyIeMaTO3HOI
peakuueil B TIOpTaIbHOM TPaKTe M B COEAVIHUTE/IbHOM
TKaHM, IJie eCTb MuMpaTudeckye cocynsl [26]. B un-
TPaOOYISPHBIX )KeTYHBIX IPOTOKAX, TO €CTh B XONaH-
I'MO/Iax ¥ KaHa/JIMKY/IaX, BBISABISAIOTCS JKEeTYHbIE TPOM-
651. [I0OBEPXHOCTY MAPEHXMMATO3HBIX K/IETOK II€YEH,
TeIaTOIMTOB, IPWJIETAIOMMX K TOBPEX/eHHbIM KaHa-
NVIKy/IaM, IO BEPTAIOTCS JieTeHepaTUBHBIM I laXKe He-
KpOTUYeCKUM u3MeHeHusAM [26]. B reueHue 6ombiueir
qacTy 60/Ie3HM MALMEHT OCTAeTCsI BHEIIHE KaXKyLIM-
Cs1 3OPOBBIM, IOCKOIBKY CaMM KJI€TKY IT€4eHM IIOBpe-
JKJJAIOTCA He3HAYUTE/IbHO, a TIOCTIeICTBIA IIOPTAIbHON
TUIEPTEH3UM U HELOCTATOYHOCTH IIeYeHOYHO PyHK-
LU TIPOSAB/IAIOTCS TOMIBKO Ha MO3THUX CTARAMIX 3260-
JeBaHMS, KOTAA Yepe3 MHOTO jIeT 60/Ie3Hb MOAXOSUT
K cBOeMy (aTa/JIbHOMY 3aBepuIeHuIo [3].
Ipmxusnenusie MOpGOIOrNIeCKe 1 TUCTOXUMUYE-
CKIE MCCIeNOBaHMs OMOIITATOB IeYeHN CIIOCOOCTBO-
Ba/ly IOsIBIeHNI0 MOopdomornyeckux knaccuduka-
Luit, onuchbiBawux craguu passutus I1bX. B 1967 1.
Scheuer [24] npencraBun nogpobHOE onucaHme 4e-
ThIPeX TMCTOMOIMYECKUX CTafui 9TOro 3abomeBaHus
(rabnnua). YyTs mossxe H. Popper [27] u F. Schaffner
[28] mpepcraBunu moppobHble MOpdOIOrndecKue
M3MEHEHUsI Ha PA3IUYHBIX CTagNUAX 3a60MeBaHUs
J X B3aMMOCBA3b C KJIVMHUYECKUMU IpU3HAKaMU
xorecTasa. BaxxHyIo ponb B pasBuTUM MOp(dOIOru-
YeCKMX M3MEeHEeHUII aBTOPHI YIeNAI0T X B3aMOCBS-
31 C HapyLIeHUsAMHU 0OMeHa >KeTYHBbIX KucaoT [28].
B 1978 r. ]. Ludwig u coasT. [25], npoananusnposas
219 wHpUBMAYyanbHBIX OuonrtaTroB oT 101 manueHTa
C YCTAQHOBJIEHHBIM MOP(]OIOrM4ecKuM AMATHO30M
«XPOHMYECKUII HETHOVMHBIN JeCTPYKTUBHBIN XOJIaH-
ruT» (MEepBUYHBIN OMIMAPHBI LUPPO3), MPeERIO-
KM CBOIO KaccuduKaunuo craguii 3aboneBanms
(Tabmuma).

V3BecTHblil coBeTckuii matomopdonor Jleounp Mo-
cudoBrY ApPyMH OTMedan, 4TO MOPQOIOTrMIecKue
U3MeHeHUs B OMONTaTaxX MeYeHNM XapaKTepU3YIOTCs
CBO€0OPa3HOI «MO3aMIHOCTDIO» HOBpEXAeHMIT [29].
B rucronornyeckux mpemnapaTax BCerzia MOKHO BUJIETh
IIPM3HAKY 10 MEHbIIell Mepe JIBYX CTaguil. JTo cBs3a-
HO C TeM, 4YTO IIOCTIefIoBaTe/IbHOE IIPOrPeCcCUpPOBaHME OT
OJIHOII CTaJMU K PYTOIl MOXXET ObITh II0-Pa3HOMY BbIpa-
>KEHO B Pa3/IMYHbIX y9acTKax oprasa [29, 30].
PasnuynHble TEepMUHOMOTMYECKEe OTKJIOHEHN I B Ha-
3BaHMAX OTAENbHBIX MOpdonorndeckux craguit [IBX
JIMIIb NOJYEPKUBAIOT, OTPAXKAIOT M YTOUHAIOT CYTh
MIPOUCXOMAMINX MAaTOTOTUYECKUX IIPOIeCCOB, HO He
IIpOTUBOpeYaT APYT ApyTy. Tak Kak ommucaHme cTa-
AUl B 3TUX KiaccuduKalnyuaXx OCHOBBIBAIOTCA Ha
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Mopdonornyeckue FaHHbIE IO GMONCHMI

Craua 111

Iopaxcenue npomoxos

(ITopTa/mbHBIII T€IIATHUT C TIOPAKEHIEM
IIPOTOKOB VIV IIEPUIIOPTA/IbHbII FeTIaTUT
C TIOpa)KeHVIeM IIPOTOKOB, HO 6e3 1X
npordeparn) HO 6e3 pubpo3a)
(ITopTa/bHBII TemaTUT C HOBPEXeHIEM
IIPOTOKOB)

THopmanvnas
(ITopra/IbHBII remaTur)

P. Scheuer)
Iepunopmanvras

e[IMHBIX TUCTONIOTMYECKNX KPUTEPUAX, IPUMEHIMBIX
KO BceM oOpasuam, u JIErKO BOCIPOU3BOSUMBI, TO
9TM KIACCUPUKAIUM TPOJO/DKAIT MCIIONTb30BAThCS
Ul B HACTOsII[ee BPeMsI, CITyCTSI MHOTME [ieCSTUIETHSI.
Bo Bcex knmaccudmkanuax 3asgBIeHO, YTO HA PaHHUX
CTafMAX MMEIOTCS XapaKTepHble M3MeHEHUs Ipe-
JK[ie BCErO B METKMX JKETIHBIX IPOTOKax. V numb
IO Mepe MPOTPECCUPOBAHMS XOIECTa3a MPOUCXOMUT
MOBpEX/[eHMe TelaTOUUTOB U pa3BuBaercs ¢pubpos
(cragma III).

Kak BugHO U3 TabINUIIbI, BBILENEHNE YeThIPEX CTamuil
3ab0/eBaHMs IPUHATO BceMu Mopdomoramn, HO Ipu
9TOM /nIIb CTafus IV 3a60/eBaHs BCeMU eUHOLYIIHO
IpefcTaBlIeHa KaK LUPPO3 U COOTBETCTBYET OOIepu-
HATBIM KPUTEPUSM 9TOTO COCTOAHMS [29].

3ﬂeKTp0HHO'MVIKpOCKOI'II/Iqe(KVIe

naaresnoMeTpuyeckie faHHble

ITpu mpoBefeHNy 37MEKTPOHHO-MUKPOCKOIIMYECKIX
U 37IEKTPOHHO-TUCTOXMMIYECKUX UCCIeOBaHNIT 611~
orncuitHOro MatepuasnanedeHn 60npubx [IBX 81980 rT.
OBLIM BBISIBIEHBl CTEPEOTUIIHbIE M3MEHEHMUs YIIb-
TPAaCTPYKTYPBI, XapaKTepHBbIe [/IsI Pa3BEPHYTON CTa-
nuyu 3a60IeBaHuA: TOKaIbHbIE PACXOXKIEHUA TelaTo-
LJUTOB C YBe/IMYEHMEM MEXK/IETOUHBIX IPOCTPAHCTB;
YacTUYHASA TUIePTPOdUs U BaKyonIu3auus rrIagKoro
U LIePOXOBATOrO SHOMIA3MATUIECKOTO PETUKYIIY-
Ma remnaToLMTOB; HAKOIIEHNE B IIeYeHOYHBIX KJIEeT-
Kax JIMINIHBIX Kallelb M 00pa3oBaHMe MUETNHOIIO-
HOOHBIX CTPYKTYP; 3MeHeHMe GOPMBL M CTPYKTYPBbI
MUTOXOHAPUIL, XapaKTepusyoliieecss yMeHbIIeHNEM
4ICTa KPUCT BHYTpeHHel MeMOpansI [30].
OcMmnoduabHble MUENMHONOKOOHBIE ¥ XOJNIeCcTe-
PUH-IUTUTOHMHOBbIE CTPYKTYPBI, BEpOsTHEE BCETO,
HpefiCTaBIAIT cCO60J BHYTPUKIETOYHO PacIOO-
>KeHHBIe KOMIIJIEKCHI XOecTepuHa, pochonnnumos
¥ JKeTIHBIX KUCIOT, 06Pa3yoINXCs B OTBET HA XO-
necta3 [30]. IIpsAMBIX HOKa3aTeabCTB MOBBIIIEHHO-
TO COTep>KaHUs JKeMYHBIX KUCIOT B IelMaTOIUTaX He
cymectByeT. OfHAaKO HaKOIJIEHME B IEYeHOYHBIX
KJIeTKaX OCMMO(UIBHBIX MUETNHOMOZOOHBIX U XO-
JIeCTepUH-JUTUTOHNHOBBIX CTPYKTYP KOCBEHHO YKa-
3BIBA€T Ha TO, YTO HOBPEXEHNE IelaTouTOB IpU

IIponugpepayus npomoxos
(TlepuropTanbHBI TEIATUT
(1 MOCTOBUHBIE HEKPO3BI?)
¢ nponudeparesi IpOTOKOB,

IIponugepanus npomoxos
(To >xe, uro u B cTaguu I mo

(IlepuropTanbHBbI TEIATHT)

Pyb6uesarue

(Cenrranmpblit Gpubpo3, HO 6e3
MCTUHHBIX PereHepaTVBHBIX
Y3€/IKOB)

Huppos

ITpeyuppos Huppos
(To >xe, uro u B craguu I1I mo

P. Scheuer)

CenmanvHas

(MocToBuUEHbIE HEKPO3BI IV
cenTanbHbl Gpu6po3 mo McDonald
nu60 U TO, U FPyroe)

Luppos

XPOHUYECKOM X0jecTasde 00yCIOBIEHO HAKOMIEHNEM
B HUX >KE€/TYHBIX KMcOT. HellTpanusanus nociegHux
IIPOMCXOJUT BCIIEACTBYE CBA3BIBAHU C XONMECTEPU-
HoM 1 poconunupamu. BepostHee Bcero, ocmuo-
¢$uIpHBIe MIETVHONOKOOHbIE U XOTIeCTePUH-UTUTO-
HMHOBbIE CTPYKTYPBL U MPEACTABIAI0T COO0I Takue
KOMIIJTEKCHI.

JJaHHbIe 37IeKTPOHHO-MUKPOCKOIIMYECKUX UCCTIEeN0-
BaHWII, ITOKa3blBalOLIVe HapYIIeH)e MeXKIeTOUYHbIX
KOHTAaKTOB IIPM CUHJpPOMeE X0/IeCTa3a, COINacyoTCcs
C pesyiIbTaTaMu OLIEHKM KieTo4Hoit agresun. Komu-
YeCTBEHHBIN aJre3syOMeTPUYECKUII METO[ IOKa3ajl
yBe/IuYeHNe IOKa3aTe/ sl pasOOIIeHHOCTH MeYeH0Y-
HBIX KJIETOK IIPY MIEPBUYHOM OUIMAPHOM XOTaHTUTE,
CBUJETENbCTBYIOLIee 06 0CMabIeHnN MeXXTIelnaToIu-
TapHBbIX B3aMMOZLeNCTBUII (KOHTAaKTOB) BCIELCTBUE
TIOBBIIIEHN JaB/IeHMs B )KeTYHBIX KallMIIAPax, BO3-
HUKAIOLIEr0 B pe3y/bTaTe BHYTPUIIEYEHOYHOTO XOJIe-
CTa3a B MENKUX XKeTIHBIX IPOTOKax [31].
Cy1iecTBEHHBIM JOIIOTHEHNEM K BBISIBIEHHBIM 3JI€K-
TPOHHO-MUKPOCKOIIMYECKUM U 3TEKTPOHHO-TUCTO-
XUMMYECKMM JAHHBIM O HapyIIeHMAX JUIUTHOTO
u $ochopHOro 06MEHOB IOCTYKUIN UCCIIEOBAHN
JKeTuy M renatoomonTaTros namnuedtos ¢ I1BX ¢ umc-
monb3oBauueM *'P-JIMP-cnekTpockonun [23].

S. Sherlock: aHanu3 v KpuTnKa TepmMmHa

«nepBUYHbIA 61UANaPHBIA LMPPO3»

C y4eToM TOTO 4TO IMppo3 y nanuenTos ¢ I1bX pas-
BMBAeTCA JMUIIb HAa MO3JHUX CTafuAX O0/e3HM, Bce-
MMPHO M3BECTHBI y4eHbIN, Bpad-renaronor Ileina
Iepnox (Sheila Sherlock, 1918-2001) yxe B 1959 r.
BBIpa3NIa CBOE HeCornacue ¢ TEPMIHOM «IIePBUIHBIN
6unIMapHbIl LUPpO3», HpeanoxeHHbM Ahrens [22].
S. Sherlock ymanocp mponabnopath cepuio manyeH-
TOB C I/IUTENIbHBIM NOLMPPOTUYECKUM TedeHueM [22].
Omna onucana 42 KIMHNYECKNX HAOMIOMEHNS 3a TTALM-
eHTamu ¢ gfuarHo3oM IIBX, KoTOpbIX OHa TMYHO KypU-
poBasna B Tedenue 15 net [22]. Ilpu onycanuy KanHu-
yeckux npusHakoB S. Sherlock nogpo6HO onuceiBaeT
CPOKIM IIOABJICHNUA KOXHOTO 3YAia, )KeNTYXM), MeCTa I10-
SABJIEHVA KCAHTOM M KCaHTeJIa3M B 3aBUCUMOCTU OT
YPOBHs HOBBILIEHNA XO/NeCTepUHA B IJIa3Me KPOBH,
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a TaKoKe 1a00paTOpHBIE OTKIOHEHN A aKTUBHOCTY I10-
KasaTeJell Ie/I0uHON pocdaTasbl, raMMarIyTaMui-
TPaHCIIENTUA3Bl U TUCTONOTMYECKUE U3MEeHEeHNs,
[O/Iy4yeHHble B pe3y/lbTaTe MCCIeSOBaHNA OMOICHIL-
HOTO U/W/IK ayTOIICUIIHOTO MaTepuaa nedenu. Ilo ee
ONMCAaHMAM, Y 3HaUUTeIbHOM YacTu (20 (48%)) mamu-
€HTOB KOXKHBIVI 3yJ BO3HUKAJ 3aJONT0 (OT HECKOJIb-
KMX MecsileB [0 11 eT) 1o mosBIeHNsA JKeNTYIHOCTI
KOXKHBIX IIOKPOBOB, OZHAKO y 14 (33%) maumueHTOB
3y[ IOABUJICA y>Ke Ha OHe BBIPa)KEHHOI XeNTYXN.
Kcantomsl Ha pasru6aTe/IbHBIX OBEPXHOCTSIX JIOK-
Tell, 3allACTUM, Ha MOBEPXHOCTAX ATOAUL, KOJIEHEeN
u nmofbbKeK Habmopanuch y 20 (48%) manueHTOB,
KOTOpBIe MMe/IM BBICOKME IOKa3aTenn Xo/mecTepyuHa
B ceiBOpOTKe KpoBu. [Tpu atom S. Sherlock ormeuara,
YTO KCAHTOMAaTO3HbIe OTJIOKEH)S HUKOIJA He IpU-
CYTCTBOBAaIM B CYXOXMIbHBIX 060/m0uKax. B mectn
CIy4asix y HaljMeHTOB ObIIN MI0OCKME KCAHTeNTa3Mbl
Ha BeKax. IIoBBILIEHIIE XO/IECTEPMHA OTMEYaIOoCh He
y BCeX HAI[MeHTOB, OCOOEHHO Ha PaHHUX CTARVIX
[IATOJIOTMYECKOTO Mpoliecca. B HeckonpKux ciydaax
rermatroMeranus Oblla JMarHOCTUPOBAHA IIPU OTCYT-
CTBUM KaKuX-1nbo crenuduyeckux >xamob (Bo3Mox-
HO, 3TO OBIZIO HmepBOe omucanme 6eCCUMITOMHOTO
TedeHus 3aboneBaHus). Hu B ofHOM cny4ae He Ha-
6/110/1a/10Ch TUXOPAAKN MAM abJOMUHAIBHOTO Hoe-
BOTO CUHpOMa. [[narnos 06p19HO BepuduLpoBancs
IOC/Ie XMPYPTUIECKOT0 BMellaTenbCTBa y 37 (88%)
HAIMeHTOB WIN IO pe3yabTaTaM OMONICUU HeYeHIN.
IMocnennsis 6b11a BBITOTTHEHA Y HEMHOTUX [ALMEHTOB,
TaK Kak B Hauase 1950 rr. 9T0 6blia elile OYeHb pefKas
mpolenypa, KoTopoii ycreirHo osnagena S. Sherlock.
B cBOMX OIMCAHMAX TUCTOMOTUYECKON KapTUHBI 61-
OIITATOB IIeYeHM OHA OTMeYasia, YTO Ha PaHHMX CTa-
nysax 3aboeBaHNs B MOPQOIOrMYecKMX IpernapaTax
HaOTIORANCh «IIOIOCHI, KOTOPbIe COCTOS/IN U3 MOJIO-
Koit ¢puOpPO3HOI TKaHM C MOHOHYK/IeapHBIMU KJIeT-
KaMI ¥ KOTOpble COTep>Kanyu CKyLHble, Malo3aMeT-
HbIe XeJTYHbIe IIPOTOKM C YIUIOIIeHHBIM SIUTeNNeM
n 6e3 mpoceeTa» [22]. ®ubp0O3 MOXKHO HPOCIENUTD
B BUJe TOHKVX II0/I0C, KOTOpble IIPOHUKAIOT BHYTPb
[e4eHOYHOII fombky. KileTky neyenu npu sToMm 4pes-
BBIYAITHO XOPOIIO COXPAHEHBI U MHOTA KaXXYTCs TU-
nepTpodupoBaHHBIMU. V TUIIb Ha MO3THUX CTaUAX
O0TMeYanoch «pa3BuTyUe GUOPO3HBIX HMEPEroponokK,
IepeceKaINX IeYeHb, YTO IPUBOAMUIO K MICKaXKe-
HMIO 30HAJIPHOJ APXUTEKTOHUKMU M «CMEIIaHHO»
KapTUHEe HOPTaNbHOrO M OMIMApPHOTO LUPPO3ar.
S. Sherlock moguepkuBana, 4TOo Ha paHHMUX CTARUAX
«IIepBUYHOTO OMIMAPHOrO LYPPO3a» y3elIKoBas pe-
reHepalys He3aMeTHa, a HapylleHle OCHOBHOIL ap-
XMTEKTOHUKI [IeYeHU SIB/ISIeTCS OU€Hb ITO3HUM IIPU-
3HAKOM, B CBSI311 C Y€M OHA IIPEMIOXKMIA CBOI TEPMUH
I 0603HaUYeHNA 9TOTO 3a00/IeBaHUA: «XpPOHMYeCcKasd
BHYTpUIIEYeHOYHAsl 0OCTPYKTUBHAA XenTyxa» [22],
cuyutas ero 6ojee yLauHBIM ¥ MOAXOMSIIUM, XOTs
u 6omee rpomosnkuM. OfHAKO HMpeRIOKeHHOe Ha-
3BaHMe He IIOJY4YM/IO IIVPOKON NMOAJEp>KKU U IpU-
3HAHMUS, & TEPMUH «IIEPBUYHBII OUIMAPHBII [UPPO3»
npocyuiectsosan o 2015 1.

[acTpo3HTeponorus

B cepennue 1960 rr. 6ypHOe pasBUTME KIMHUYECKOI
MMMYHOJIOTUM M MMMYHOJIOTMYIE€CKNX METOJOB HEO-
KUTAHHO MOCTY>XMU/IO BaXKHBIM MOMEHTOM J/id JMar-
HOCTUKM CaMbIX PaHHUX CTafui 3a60eBaHuUA.

UmmyHonoruyeckue metoapbl B usyuenum fbX

PazButue NMMYHOJIOTN 1 €€ 3HaYeHne AnA n3yyeHna

1 guardoctukm MbX

OTKpBITHE KITACCOB U IOLTUIIOB MMMYHOITIOOYIMHOB
B CepefyiHe IPOLUIOrO CTOJETHUS NPUBENO K OypHOMY
PasBUTHIO U aKTVBHOMY BHELPEHMUIO B KIMHIYECKYIO
HIpaKTUKy MMMYHONIOTMYecKuX MeTofioB. K cepenune
1960 rr., Korfa 6bUI0 YCTAaHOBTIEHO OONBIIMHCTBO KIIN-
HIYeCKIX, Tab0PATOPHBIX U IVICTOIATOIOTMYECK X TIPK-
3HAKOB «IIEPBMYHOTO OMIMAPHOrO LUPpo3a», Ha GoHe
Pa3BUTUA IMMYHOIOTUY U MIMMYHOJIOTMYECKUX METO/IOB
ObI/IM BBICKa3aHBI NPENNOIOKEHNA, YTO 3aboneBaHme
MO>XXET MMETb MIMMYHOIOTMYECKYI0 OCHOBY WM YTO MM-
MYHHasl CUCTeMa SIB/ISIETCST KAKMM-TO BCIIOMOTATe/IbHBIM
3BEHOM B IIaTOTeHe3e.

E. Paronetto 1 coaBT. [32] c moMomIbI0 MMMYHOJIOTHYe-
CKUX METOJ[OB OOHAPYXXWIN M OIMCAIM aHTHUTeNa, Ha-
[paBJeHHbIE IPOTUB GETKOBBIX KOMIIOHEHTOB XKed-
HBIX IIPOTOKOB. DTM AHTUTE/NA TAK)Ke BCTPEYANNCH
B CIIy4asix BUPYCHOro remaruta (67%), BTOPUYHOIO
6unmapHoro uupposa (43%), BHeIe4YeHOYHOI OuIn-
apHoit o6¢cTpykumu (32%) M aJIKOrONBHOTO LUPPO3a
neuenn (22%) [33].

B aro xe Bpems Je6opa [oumax (Deborah
Doniach,1912-2004), usBectHblil B Te rofibl B bpura-
HUYM MMMYHOJIOL, 06paTuIach K He MeHee U3BeCTHOI
Sheila Sherlock ¢ mpepnosxeHreM npoBeCT UMMYHOIO-
TUYeCKOe TeCTVPOBAHNE MALEHTOB C «IIePBUYHBIM O1-
NMAPHBIM LIPPO30M», TIOCKOJIBKY ¥ HEKOTOPBIX ITaliN-
€HTOB IIPU 3TOM 3a00J/IeBaHNN BCTPEYANICS TUPEOVUINT
XalmMoTo, mpy KOTOPOM 0OHAPY>KUBAIUCh LMPKY/IN-
pyoliye aHTUTeNA K TUPEOrI06yInHY. A Y KPOIUKOB
C 9KCIIEPUMEHTA/IBHO BHI3BAHHBIM THUPEOUUTOM MHOT-
ma Habmoganace nuMdoruTapHas MHGMIbTPALUS 1M0-
IOOHO TOII, KOTOpas BCTpevyanach B OMONTATaX IedeHn
IpK «IIePBUYHOM GunmapHoM 1yppose» [34]. Sherlock
COITIACU/IACH U TIOPYYM/IA IPOBeAeHIe MMM YHOIOTYe-
CKUX MCCIEIOBAHNIT IPU «IIEPBUYHOM OUIMAPHOM IP-
pose» Geoftrey Walker, ogHOMY 13 cBOUX CTaXepoB,
YBJIEKaIOIeMyCsl MMMYHOMOTHeit. Pe3ymbTaTsl Mccie-
IOBAHU C IIOMOIIBIO MMMYHO(IYOPECLIEeHTHOTO TeCTa,
B KOTOpOe OBIIO BKIIOYEHO 32 MalMeHTa C «IepBUd-
HBIM OVIMapHBIM LUPPO30M», IIOKa3any, 4To fobase-
HIIe CBIBOPOTKY KpOBY OONBHBIX K He(QUKCUPOBAHHBIM
cpesaM IIMTOBU/HOI Xe/le3bl, XeMy/Ka, MO9eK U TUM-
¢dbounutam nepudepudeckoil KpoBM BO BCEX CIydasx
[aeT LUTOIIa3MaTU4decKyo ¢nyopecuenuno [33].
ITpoBeneHne NMMYHO(IIOOPECIIEHTHOTO TECTA C CHI-
BOPOTKOJ KPOBM 33 NaLlME€HTOB KOHTPOJIbHO I'PYIIIIbI
¢ 6MIMapHoIt 06CTPYKIMEN UM C APYTMMU BUAMU XO-
7IecTasa MpOJEeMOHCTPUPOBAIO OTCYTCTBUE L{UTOIIIA3-
Matu4eckoit gpayopecuenunn [33]. AHTUTeNA, BBIAB-
JIeHHBIE B CBIBOPOTKE KPOBY IALVIEHTOB C «IIEPBUYHBIM
O6UIMapHBIM LUPPO30M» U Harouiye (rIyopecleHInIo,
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He o6nafaan HU BULOBOIL, HI OpraHHOM cneumbmqﬂo—

crtbio. [IpefcTaBiieHHbIe JaHHDBIE CBU/ETE/TbCTBOBAIN

0 TOM, YTO GONBUIMHCTBO ayTOAHTUTEN, OOHAPY>KeH-

HBIX B CBIBOPOTKE KPOBM NAIIVIEHTOB C «I€PBUYHBIM

OVMIMapHBIM UPPO30M» IIeUeHN, HAIIPABIEHBI IIPOTHB

CyOK/IEeTOYHBIX OpraHe/ll VIM PacTBOPUMBIX 0€IKOB,

KOTOpBIe IPUCYTCTBYIOT HE TOTBKO B II€Y€HN, HO M BO

MHOTUX pyrux opraHax [35]. JlanpHeilne UMMYHO-

JIOTMYeCKMEe MCCAEeOBAaHMSA MOKa3anM, YTO aHTUTEH,

pearupyommit ¢ CLIBOPOTKAMI «OOIbHBIX IIEPBUYHBIM

OMIMapHBIM LIMPPO3OM», PACHOTIOXEH IpPEeUMYIecT-

BEHHO B MUTOXOHJIpMaNbHON (ppaKkuyuy roMOreHaToB

TKaHell, I0MTy4eHHbIX MeTofoM AnddepeHInanTbHOTo

nentpudyruposauus [36]. Bonee Toro, nccnegoBanmus

P.A. Berg u coaBT. [36] moka3anu, 4TO aHTUTEH pac-

IIOJIOKeH Ha BHYTpeHHell MeMOpaHe MUTOXOHJPUIL.

ITonyuennsie ]J.G. Walker, D. Doniach u S. Sherlock

TAaHHbIE MOXXHO CUMTATh 3MOXa/TbHBIM OTKPBITHEM, KO-

TOpO€ IO03BOINIIO CE/NATh /IBa OYeHb Ba)KHBIX BBIBOZA

[33, 36, 37]:

1. ITONMOXWUTETbHBIT UMMYHOMIIOOPECLEHTHDI TeCT
ABnsAeTca guarHocTudeckuM andA I1bX, uto Bmepsbie
HO3BO/IIJIO OTIMYUTD 9TO 3a00/IeBaHNe OT APYTUX 3a-
6o/eBaHMIl, TPOTEKAIOINX C BHYTPH- ¥ BHEIIEYCHOU-
HBIM XOJIECTa30M;

2. AHTUTEH, YYaCTBYIOINI B MUMMYHOQIYyOpeCIeHT-
HOM TE€CTUPOBAHMM CBIBOPOTOK OT HaIjMEHTOB
¢ IIBX, noxanu3oBaH Ha BHYTpeHHeil MeMbOpaHe
MUTOXOHJPUIA.

WccnepoBanns, IpoBefjeHHbIE B MOCAEAYIOIIYIO YeT-

BepTh Beka, ObUIN HAIIpaB/IeHbI HA OIIPe/ie/IeHNe M BbISB-

JIeHMe aHTUTeHa, K KOTOPOMY 00pasyITCsl MUTOXOHIPHU-

a/IbHbIE aHTHUTeNA. VI3ydeHne pepMeHTOB, XapaKTePHBIX

I71s1 MUTOXOH/IPMIA, TM30COM ¥ MUKPOCOM, TTIOATBEPAIIIO

CBA3b aHTNUTEHAa C MUTOXOHAPUAMN. BbICKa3bIBamoCh

IIPEATONIOKEH e, YTO 3TOT aHTUTeH CBS3aH C MUTOXOH-

npuanpHoi AT®azoi1. OgHaKO BIOC/IENCTBUN BBIACHU-

710Ch, 4TO urcThie Ppakiuy ATdassl, IpUroTOBIEHHBIE

LPYIVIMU METOAAMM, BOOOIIe He pearnpoBaji ¢ ChIBO-

pOTKaMu KpPOBU OO/NBHBIX «IEPBUYHBIM OUMIMAPHBIM

ppo3om» [38].

bnaropaps mcnonb3soBaHMIO pasnMYHBIX MMMYHOJIO-

TMYECKUX METOMOB Y[Ia/loCh BbIABUTD [I€BATH TUIIOB

AQHTUTEN K Pa3IMYHbIM aHTUT€HHBIM CTPYKTYpPaM MM-

toxoHzpuit (M1-M9) [39]. Crerubnveckumu [ijisi Chbi-

BOpPOTOK KpoBu nauueHtoB c I1BX okasanucy M2-an-

TUT€HHbIe KOMIIOHEHTBI. BbIno mokasaHo, 4yTO HapAnRy

¢ M2 cymecTBYIOT M IpyTié MUTOXOHIpUA/IbHbIE aH-

TUTEHBI U aHTUTENA K HUM, IIPefCTABIIAIIINE NHTEpeC

IS pyarHocTuky u nporunosuposanusa I16X [40]. Tax,

ob6Hapy>KeHNUe aHTV-M9 CBA3BIBAIOT C pAHHUMM CTa/i-

samu 3abonmeBanns [41]. MutoxoHapuanpHsle aHTI-M4

u aHTU-MS8 BBIABIAKTCA TONBKO Y M2-II00XUTENDb-

HBIX 00ceoBanubIx [40]. VIX mosiBleHue B CBIBOPOTKE

kpoBMu nanyeHToB ¢ IIBX cBA3BIBAIOT C BBIpaXXKEHHBIM

IporpeccupoBaHyeM 3a60eBaHMs.

PasBuTrue u uCronb3oBaHNE MOJNEKYIAPHO-Te€HETH-

YeCKMX METOJO0B MO3BOU/IO IyTeM KIOHMPOBAHUA

c¢JHK MUTOXOH[pManbHOrO ayTOAHTUIE€HA MAacCCOM

74 x[la upeHTnduIMpoBaTh M2-aHTUIeH KaK KOMIIO-

HeHT E2-cy6beanHNIIBI NMPYBATAETUAPOreHA3HOTO
(TIIOT) xommekca [41]. AHTUTeH, pearupoBaBLUINIi
¢ cpIBOpoTKOIT 60pHBIX [IBX, OBl OXapakTepu3oBaH
KaK IMIIONpOTeNH [42], TOKanM30BaHHbII Ha BHYTPEH-
Hell MUTOXOHZIPUAIbHOI MeMOpaHe, 4TO 1M03)Xe ObIIO
MOATBEPXEHO 3MeKTPOHHO-MUKPOCKONINYIEeCKIUMU
nccnenosaunusamu F.B. Bianchi u coasr. [43]. Cnenu-
¢nuHOCTD 3TOrO aHTMreHa Ans AuarHoctuku IIBX
mopasurenbHa [38].

3HaueHune OTKPbITUA MUTOXOHAPUANBbHBIX AHTUTEN

Ana guardoctukn MbX

[ToMuMoO 60TBIIOTO HAYYHOTO MHTEpeca, OTKPBITHE
MUTOXOH/IpMAZIbHBIX AHTUTEN [la/l0 BO3MOXXHOCTD
KImHunucTaM auddepeHnuposarh gse GopMsl Lup-
P03a, 9TO paHee BBI3BIBAJIO ONIPefie/IeHHbIe TPYAHOCTI.
TecT Ha MUTOXOH/IpMA/IbHbIE AHTUTE/IA OKA3AICA Y-
BUTENBHO TOYHBIM METOJ[OM IO TBEPKIEHMA JUATHO-
3a [IBX. AMA 65111 06Hapy>eHBI ¢ HOMOIIBIO METOfA
HeIpAMOI UMMYHOGII0OpecueHuy 6oee 4eM y 99%
nanyentos ¢ IIBX [44]. ].G. Walker u coaBT. yganocs
[I0Ka3aTh, YTO LIEHHOCTb IPYTUX TeCTOB B IuddepeH-
uuanbHol guarnoctuke IIBX un 6unnapHoit 06CTpyK-
My BecbMa orpanuveHHa [33, 37]. B cBsa3u ¢ atum
TECTBl HA MUTOXOH/PUA/IbHbIE AHTUTENA OBLIN PeKO-
MEHJOBAaHBl B KadyeCTBe aJbTePHATUBBI XM PYyprude-
CKOMY JCCIENOBAHNIO /I IOATBEPKEHNA JUarHo3a
IT1BX. TuTppl MUTOXOHAPMAILHBIX AaHTUTENT He Koppe-
MUPOBAIN C NPOJO/KUTENTbHOCTBIO CUMIITOMOB, TTIY-
6MHOIT XKeNTYXM, ypOBHEM Y-II00YINHA MM AKTUB-
HOCTBIO 1IeT0YHOIT (pocdaTaspl B CHIBOPOTKE KPOBU
mauuenTos ¢ [IBX [37].

ViMMmyHONOrn4eckue peakuun u BoigBnerne AMA mo-
3BOJIM/IM C JOCTAaTOYHON YBEPEHHOCTHIO CTABUTD AMATr-
Ho3 [1bX make B paHHUX CTy4asAx, KOTHa KIMHUYECKIE
IIPU3HAKU OTCYTCTBYIOT MM Manocnenuuyusl. boino
[IOKa3aHo, YTO OOHapyXXeH)e 3HAYUTEeTbHOTO TUTpa
AMA (6omee 1 : 40) ybennTenbHO CBUAETENbCTBYET
o Hanmuun I1BX, maxke mpm OTCYTCTBUM CUMITOMOB
U IpU HOPMaJbHOM YPOBHe IeNo4yHOi (pocdaTassl
B CBIBOPOTKe KpoBM [45]. TunmuHble, paHHME IMCTO-
nornyeckue npusHakyu IIBX moryrt 6biTh 06HapyKe-
HBI TIPM MCCIEeNOBAHUYM OMONTATOB IeYeHNU JI0HeIl,
Yy KOTOPBIX €AMHCTBEHHBIM IIPU3HAKOM 3a00/IeBaHIs
SIBJIAETCS MOJIOKUTE/IbHBIN aHa/IN3 CBIBOPOTKYU KPOBU
Ha AMA [45]. Hannume mon0XUTEIbHBIX MUTOXOH] -
pUANbHBIX AaHTUTEN B CBIBOPOTKE KPOBY y MallMieHTa
C OTKJIOHEeHMAMMU MK 6e3 OTKIOHeHMIT B QYHKIMO-
Ha/IbHBIX NIPO6ax IMevYeHN yOe[uTeNbHO CBUAETEIbCT-
ByeT o guarHose I1bX [44]. L.E. Munoz u coasT. [44]
Ha npuMepe 22 KIMHNYECKUX HAOTIOREeHNUI TI0Ka3aln,
YTO PYTMHHBIN CKPMHMHT CBIBOPOTKM Ha LIIeIOYHYIO
¢docdarasy u xomecTepuH aBTOMATU3UPOBAHHBIMU
MeTO/laMI U TeCTUpoBaHMe Ha AMA y manueHToB
C IpU3HaKaMy XO0JIeCTa3a IPMUBeIN K PaclO3HaBaHNUIO
«IIEpBMYHOTO OMIMApHOrO LUPpPO3a» Ha paHHell cTa-
nuu ero pasButus [44]. VIMeHHO ¢ onpefeneHnemM Mu-
TOXOHAPHUAIbHBIX AHTUTE 1 OOJIee MIMPOKUM PacIpo-
CTpaHEeHMeM PYTUHHOTO CKPUHMHTA OMOXMMMYECKUX
TECTOB IIeYeH! CTA/IO U3BECTHO 00 MCTUHHOI pacIpo-

JddekTuBHaA Gapmarotepanua. 31/2025



CTPAaHEHHOCTHU 6eCCUMIITOMHOIO U CYOKIMHIYIECKOTO
TeyeHus 3ab0MeBaHuS.

Hapspgy ¢ AMA y 4acTy MaljeHToB ¢ «IIePBUYHBIM OU-
JIApHBIM LIVIPPO30M» ObIIV BbISIBJIEHbI aHTUHYK/IEApHbIe
antutena (AHA) [46]. ITo muenuio G.Walker, mockomb-
Ky CTOJVIKVE U BBICOKVE TUTPbI aHTUTE/ XapaKTepPHBI [/
HeOOJIBIIOro YMC/Ia MPU3HAHHBIX KITMHIYECKUX TIe9eH0Y-
HBIX CUH/IPOMOB, IIPEICTAB/ISIeTCSA BEPOSTHBIM, YTO B 3TUX
CIy4asix aHTUTeIa MOTYT ObITh MapKepaMy Ipenpacio-
TIOKeHHOCTH K ayTouMmyHutety [35]. Co BpemeHeM 3TO
IpefcTaB/IeHle IEPEepPOC/IO B YTBEP)K/eHNe, a Haamdne
AMA u AHA mocny>xuno moBofioM CYMTaTh «IIepPBUY-
HBII1 GVMIMAPHBII HYPPO3» TIPOTOTUIIOM ay TOMMMYHHOTO
3a0071eBaHs1 M OMMCBHIBATD €0 KaK [apagurMaTIIeCKyo
MOJie/Ib Ay TOMMMYHHOTO 3a60/IeBaHNsA, YTO B HACTOSIIee
BpeMs CTaBUTCA IOJ COMHEHVEe HEKOTOPBIMU aBTOpaMU
[47-49]. O6pasoBanue AMA B ZOKIMHNYECKOI CTaINU
3ab0/eBaHMs IOCTY)XUI0 OCHOBAHUEM ISl YTBEPKTe-
HMsI, YTO OHM 3aITyCKAIOT MPOL[eCC MOBPeXeHNUs U rube-
1 XOmaHTuouuToB. CUNTAETCsA, YTO HAM4YMe BBICOKUX
TUTpoB AMA y 60nbuMHCTBa (95%) HaLMEHTOB C Iep-
BIYHBIM 6MrapHbIM nupposoM 1 AHA npumepno y 50%
OO0TIbHBIX YKa3bIBA€T Ha IIOTEPIO TONEPAHTHOCTH B-Ki1eToK
K COOCTBEHHBIM AaHTUTEHAM.

OrtkpoiTne AMA OZHO3HAaYHO CTAa/lo0 KPaeyroabHBIM
KaMHeM B puarHoctuke [IBX mpu o6cmenoBanum mamu-
€HTOB C XOJIeCTaTUYeCKUMM cumiromamu [50].
BriaBnssieMble 0COOEHHOCTM TOABIEHUSA HadaabHBIX
IpPU3HAKOB U TedeHMs: 3a00eBaHUs MOCTY>XIUIN OC-
HOBO JI/ISI MOSABJIEHNST KIMHMYIECKUX KnaccmbMKauMﬁ[
cTaguii ¥ BapuaHToB TedeHus [1BX.

HekoTopble KnaccupuKaLmn KNMMHUYECKNX CTaguin
1 BapuaHToB TeyeHua MbX

B 1984 r. H.B. IIpoka, yuenuk axagemuxa A.C. Jloruso-

Ba, UCXOJA M3 Haya/lbHBIX nposasiaenuil I1bX, B cBoeit

KaHJVIATCKOJ AMCcCepTaluy BBIAENN CIefyIolye Ba-

PUMAHTbI HavyaIbHBIX [IPOsIB/IEHNMIT 3a60eBanms [51]:

" [POTEKAIINE C IPU3HAKaMM XO/IeCcTasa, Ho 6e3 sKel-
Tyxu (3ab0/eBaHNe HaAYMHACTCA C 3yfia KOXKU U ABJIA-
eTcs1 Hanbosee pacipoCTpaHEHHbIM BapMaHTOM Hada-
J1a «IePBUYHOTO OUIMAPHOTO LMPPO3ar);

= [pOTEKAIUe MPENMYIIeCTBEHHO ¢ Hecmeruduye-
CKUIMM TIPOSIBJIEHUSIMM (XOJIELMCTOIORO0HbIE U [U-
CIIeTICYYecKye, TIeMaTONOrMYecKye, CyCTaBHO-MbI-
IIIeYHble 1 JPYyTUe TIPOsBIeHNS);

= [IpOTeKaoIlye ¢ KapTUHOI Pa3BepHYTOro XO/ecTasa
(3aboreBaHNe HAYMHAETCS C COYETAHNS KOKHOTO 3y/ia
U XKENITYXN).

Knaccuduxkarms, npegmoxennas H. Sasaki u coasr. [52]

B 1985 r., Hanbo/Iee MOIHO, KPATKO ¥ TOYHO OTpasuIa

CTafuy KIMHIYECKOTO TedeHus 3a6omeBaHms y 60/b-

IMHCTBA manueHToB ¢ I1bX:

/ 6ecCcUMITOMHAA CTaNA;

v/ cTagus 3yna;

v/ CTafiuis >KeNTyXu;

v/ TepMUHa/IbHAsA CTa/IUA.

Bornee moppobuoe onucanne craguit redenust I1IBX 6s110

npencTaBieHo B kinaccudukannu R. Poupon [53], omy-

6mkoBanHoM B 1991 1.:

[acTpo3HTeponorus

= JTOK/IMHMYECKasi, aCMMIITOMaTHYecKast CTaius (Xapak-
TepusyeTcA NOsABNIeHNeM B KpoBu AMA, ymepeHHbIM
HOBBIIIEHNEM aKTUBHOCTHU raMMAarTIOTaMIITpaHcde-
passl (ITTII), memounoit pocdarassl u 5’-HYKIEOTH-
Iasbl);

= KJIMHUYECKas CTajys pa3BuTHs 3aboeBanus (00bI4-
HO JINTCA OT 5 10 19 51eT u XapaKTepusyeTcs IpOsiB-
JIeHVIEM BCeX KIVHMYECKMX IPU3HAKOB «IIePBUYHOTO
OMIMapHOTO LMUPPO3a»);

= TepMUHAJbHAS CTagus 3a00NeBaHMs C pasBUTHEM
¢dbubposa, nuppo3a u ero OCIOXKHeHUN (ITopTanbHas
IUIEPTeH3Ms, aCLUT, NUIeBOSHO-XKENyLOYHbIe KPO-
BOTEUYEHNA).

JleyeHue

Ynyymenne puarnoctuku IIBX m npenmonaraemas
ayTOMMMYHHas Npupoja 3a6oneBaHusA MOCTY>KNUIN
OCHOBaHUEM J/Is1 IPUMeHEHNs KOPTUKOCTEPOUIOB
[54] n nMMyHozenpeccaHToB [55]. ITo MHeHMIO pAfa
aBTOPOB, IPMMEHeHJe KOPTUKOCTEPOUTOB IPUBOJIUT
K YMEHBIIEHNIO C1ab0CTU, MHTEHCUBHOCTU KOXHO-
rO 3yZa, He3HAUYUTETbHOMY CHIDKEHWIO aKTUBHOCTHU
11en04YHoi GocdaTaspl B mw1asMme Kposu [54] u maxe
K HEKOTOPOMY Y/Iy4IIeHNIO TUCTOMIOTMYeCKOI KapTu-
HbI e4eHu [54, 55]. Ho 1o Mepe HaKOI/IEHUs OIBITA
nedyeHusa nanueHToB ¢ [IBX kopTukocTepompmamu
OJJHO3HAYHOTO IIONO0XXUTENbHOTO TePaleBTUYECKOTO
sddekTa, Kak IpU SPYrUX ayTOMMMYHHBIX 3aboe-
BaHUAX, He Habmomanock. [Io mEeHno W.N. Mann,
C TexX IOp KakK OH BuepBbie B 1960 I. Haya/m UCIIO/Ib-
30BaThb KOPTUKOCTEPOUBI A JedeHNs NMallYIieHTOB
C «IIEPBUYHBIM OVMIMAPHBIM LMPPO30M», ¥ HETO CJIO-
XKUIOCh BIIeYaT/IeHUeE, YTO MX IPUMEHEHME MOXET
OKa3bIBaTh OarompusITHOE BAUsIHNE HA TedeHUe
6071e3HN, HO BCe )Xe OH CKJIOHEH CYUTATbh, YTO OHU
MMEIOT OTPaHMYEHHYI0 V/IM He3HAYUTEbHYIO Tepa-
[IeBTUYECKYIO IIeHHOCTD [3].

ITepBble 06HATEXXMBAIOLIIE PE3YIbTATHI IPUMEHEHNS
UMMYHOJlelIpeccaHToB [55] Tuma asaruonpuHa [56],
IUKIOCIOpUHa [57], a TakXXe JPYrUX IIpernaparos,
TaKUX Kak Konxuuue [58], metorpekcar [59], xio-
pam6yuun [60], He MOMYYNIN HOATBEPXKAEHNUS B paH-
IOMU3VMPOBAHHBIX KOHTPOMPYEMBIX MCCIEOBAHMSAX.
OTcyTcTBUE TepalleBTUYeCKOTo 3 deKTa M TAXKebIe
no6o4Hble 3PP eKTh! MOCTY>KUIY IPUIMHON OTKa3aTh-
CS OT a/MbHEIIIero YCHOMb30BAHNUA 3TUX IIPEIapaToB
s nedyenus I11bX.

Hapymenne obMeHa Mequ U CBsI3aHHAsI C 9TUM THU-
IepnurMeHTanusA KOXXHbIX NoKpoBoB npu IIBX mo-
CIIY>KMIY IOBOOM J/IA IpUMeHeHu:A D-neHununamu-
Ha y 9TMX HanueHTtos [61]. OgHaKo MCIONb30BaHME
D-neHnuuIaMuHa B paH[OMU3NPOBAHHBIX KOHTPOIU-
PYEMBIX MCC/IEIOBAHUAX He MOJTBEPIVIO IOTOXU-
TEJIbHBIX Pe3y/IbTaTOB U ero npuMeHeHuu. CBA3aHO
3TO ¢ TeM, uTo Meab npu I1bX HakannuBaeTca B opra-
HaX U TKaHAX OpraHM3Ma B HETOKCMYECKOIl, CBA3aH-
HOII C IiepyIIasMuHoM Gopme, a IpUMeHeHMe TIperna-
para compsiKeHO ¢ psAgoM mo6o4uHbIX 9 dekTos [62].
KoxHblil 3yp sABNAeTCA OJHMM U3 PAHHUX KIUHMU-
yeckux npusHakoB IIBX ¢ Heo6XonMMOCTbIO Haya-
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7Ia 7e4eHMsA, KOTOpoe He BCeIrfa MOXeT OKa3aTbCA
3¢ dexTuBHBIM. IIpUYMHBL KOXKHOTO 3yjga MOLYT
OBITh MHOTOOOPA3HBI: OTIOXKEHME JKEMYHBIX KUCIOT
B 3MUJepMIICe, CONPOBOXAAIOLIeeCs UX IeTepreHT-
HBIM [Ie/ICTBUEM Ha MIETNHOBYI0 0000UYKY HEPBHBIX
BOJIOKOH M pa3[ipaKaloIIVM JeliCTBYeM Ha HepBHBbIE
OKOHYaHMA; BOBJIEYEHMe OMMOVIHBIX PeLelTOpPOB
n ppyrue. IIpuMeHeHe aHTAaTOHUCTOB ONMOMIHBIX
peuenTopoB (HAa/IOKCOH, HAATPEKCOH U Ap.) [63],
MOHOOOMEHHBIX CMOJI (XO/IeCTUPAMUH, XOMIECTUION
n np.), penobapburana, pupamnungnua [64] cmo-
COOCTBYeT yMEeHbUIEHNIO MHTEHCUBHOCTY KOXXHOTO
3yna, Habnogaemomy npu IIBX. Vmeromuecs B nu-
TepaType [laHHbIE II0 MCIOIb30BAHNIO 3TUX IIperna-
PaTOB MO3BOJIAIT 3aKIYNTD, YTO BCE OHM OKa3blBa-
I0T KpaTKOBpeMeHHOe O0JIer4eHne 3y/ia, a MeXaHU3M
HPOTUBO3YRHOTO 3pdeKTa 0cTaeTCsA HEU3BECTHBIM.
B mocnenHee BpeMs cUMTaeTCsA, YTO SIHLOT€HHBIE OIIN-
oMbl MOTYT MOAYIMPOBATh CUTHAIbHBIE IIyTH, Y4a-
CTBYIOLIVE B IEYEHOYHOM 3Yy7ie, HO BPA/J, /11 ABIAITCA
OCHOBHBIMM 3yf0o0Opasyromyumy pakTopamu IIpu 3a-
6o/eBaHMAX MedeHN. PudaMIMuNH peKoMeHTOBaHO
UCHONb30BaTh B KayecTBe aJbTePHATUBHOIO IIpera-
paTa BTOPOI IMHUY /1 Te4eHNsI KOXXHOTO 3yZa, CBA-
3aHHOTO C XpPOHMYECKUM XonecTa3zoM. Ho ¢ ydeToMm
€ro remaTOTOKCMYHOCTY STOT IIpelapar He JJO/DKeH
HpPVMEHATHCA NIUTENbHOE BpeMsA U Y 6OTbHBIX € Tpe-
Thell 1 yeTBepTol craguamu 16X,

Ypcope3okcnxoneBas kucnota (YIAXK) kak npenapat
nepBoii uHUN B neyeruu MbX

B 1987 r. Hemenkue rematonoru U. Leuschner
n W. Kurtz [65] coobmunu o monoXuTeabHoOM 3¢-
¢dexre YIXK y manueHTOB C «IEPBUYHBIM OuUmnap-
HBIM OUpPpPo3oM». [Ipemapar msy4daaym BO MHOTUX
PaHAOMM3MPOBAHHBIX, I/Ialle60-KOHTPOIMUPYEMBIX
UCCAeN0BaHNUAX Y MallMeHToB co cTaguamu -1V
I1BbX, xaK ¢ HOMOKUTENbHBIMU, TaK ¥ C HEOJTHO3HAY -
HBIMM pesynbraTamu [66-68]. Knuandeckne ncce-
NOBaHMA MOKa3ay, YTO IepopanbHblil npuem YIXK
B 1o3e 13-15 MI/KI/CyT XOpOIIO MepeHOCUTCA 6OMb-
HBIMMJ M OKa3bIBaeT IIOJIOKUTE/IbHBIN TepaneBTIde-
cKkuit 9@ deKT nmpy XomecTaTudecknx 3aboneBaHMsIX
medeHn [69]. ABTOpBI HaydHBIX ITyOIMKAILUIT OTMe-
4aloT, yTo YJIXK y 60/1bpIIMHCTBA ALIEHTOB YIy4-
nraetT OMOXMMMYECKIe MapKepbl xonecTasa (1enod-
Has ¢ocdarasza, raMMarIOTAMUITPAHCIIENITHA3A),
3aMe[IsieT poTrpeccupoBaHme 3a00neBaHmsI, OTKIA-
AbIBaeT TPAHCIUIAHTALVIO IIeYeHN M CMEPThb y 60JIb-
IIMHCTBA HMALVIEHTOB, YIy4Yllas X BBDKNBAEMOCTD
[70, 71]. 9ddexTuBHOCTD TprMeHenus YIXK sapu-
cuT oT cTaguu 3aboneBanus: yeM paunpire (I-1II cra-
[Vsi) HA4YATO JIedeHne, TeM OHO 3¢ dexTuBHee. [Tpu-
MeHEeHMEe yPCOJe30KCuXoneBoit kucnorol npu IIBX
3aflepXKMBaeT IYCTOIOTNYECKYI0 IPOrpeccuio 3abo-
JIeBaHMS M IPOAJieBaeT BBDKMBAEMOCTD NallVIEHTOB
6e3 TpaHCIIAHTALMK TEYeHN, B CBA3U C YeM STOT
Ipenapar peKOMeHAyeTCs B KadeCTBe Tepalnu Iep-
BOJ JIMHUM 1A BCeX manueHToB ¢ 116X [69, 72, 73].
Mexannusm nonoxurenbHoro sadpdexra YIXK no

KOHIIA He M3y4YeH, HO y>Xe IOHATHO, YTO OH OCHO-
BaH Ha ee QU3MKO-XMMIIECKUX CBOIICTBAX, MeTab0-
NY3Me ¥ SHTePOTenaTu4ecKoil HupKymsauun (74, 75].
Ha npotsxenun 35 ner YIXK ABnAeTcA yHUKATD-
HBIM IIpernapaToM BeIOOpaA AJIs TeYeHMs MallieHTOB
c IIbX. B mocnennme rofpl paclimpuiaca CIucox I'u-
ApOQUIbHBIX >KeTYHBIX KUCIOT, KOTOPbIE MCIIOIb3Y-
0TCA [JIs JIEYeHNsT X0/IeCTaTuYeCKuX 3abomeBamin
neyenu, Bkaodas [IBX [74, 75]. [lomumo YIXK,
paccMaTpuBaeTcad BO3MOXXHOCTb MCIIO/Nb30BaHUA
B Ka4yeCTBe JIEKapCTBEHHBIX CPEJCTB Taypoypcofe-
30KCUXOJI€BOI KUCIOThI, HOPYPCOJI€30KCUXO0/IEBO
KVMC/IOTBI U 00€TUXOIEBOI KMCIOTHI.

JocTmkeHus B pa3BUTUM METONOB TPAaHCIIAHTALNN
MeYeHN CBHITPaNM BaXXHYIO PO/Ib B NPOJJIEHUN >KU3HUI
MAMEeHTOB ¢ TepMuHanbHou cTagueit I[1IBX [76]. Tpanc-
IUTAaHTaLMs edeH) oCTaeTcs Hanbonee 3¢ ek THBHBIM
U eAVHCTBEHHBIM pafKaAbHbIM METO/IOM JIe4yeHN Ma-
LIEHTOB C MPOTpeccUpyoIinM 3aboneBaHneM, HeCMO-
TpsA Ha MEJVIKAMEHTO3HYIO TEPaIlNIO, B T.4. TAIIMEHTOB
¢ repmuHanbHoi cragueit IIBX [76].

HomeHKnaTypHbIii nepexon oT LUPPO3a K XONAHTUTY

Hanuuyme mOKAIMHMYECKONW, aCUMIITOMATUYeCKON

CTaguy ¥ JINTEIbHOE OTCYTCTBYE KaKMX-1mnbo ¢u-

3YIKaJIbHBIX IIPM3HAKOB 3a00/IeBaHNA MOATBEPAUIN

BbickaspiBaHus S. Sherlock [77] o HempaBoMOYHOCTH

TepMIHA «IepPBUYHBIN 6MIMapHblil nuppos» . Ha co-

crosBueiica 23-24 maa 2014 r. B Munane BTOpoit Mo-

HOTeMaTu4eckoil KoHpepenununu EBpomnerickoil acco-

nuanuy no usydenuto nedenu (European Association

for the Study of the Liver - EASL), nocBsueHHO

«IIEPBUIHOMY OMIMAPHOMY LMPPO3Y», OBIIO Ipenio-

JKEHO M3MEHNUTb Ha3BaHIeE «IePBUYHBIN OUIMAPHBIIL

OUPPO3» HAa «IePBMYHBIN OMIMAapHBIN XONIaHTUT»

U BBIIBUHYTO JBa B)XHBIX apryMeHTa B IOAMEPXKY

3TOTO MpeJIOXEHNA:

1. TepMuH «IIepBUYHBLI OMIMAPHBIN XOTAHTUT» OonTee
TOYHO OTPa)kaeT IPOLECCH, NPOUCXOAALME TIPU
pasBuTUM 3a60/IeBaHNs: OBPEX/eHMEe OMIMaPHBIX
SNUTENNANbHBIX KIE€TOK MENIKMX BHYTPUIIEYEHOU-
HBIX JK€/TYHBIX IIPOTOKOB C Pa3BUTUEM JyKTY/IOIIE-
HUM, BHYTPUIIEUEHOYHOTO XOecTasa U MeJJIeHHO
nporpeccupymoigero ¢pubposa. 3abonesanue gamre
OUATHOCTUPYETCA NMPYU COYETAaHMUM IOBBIIIEHHOTO
YPOBHSA aKTMBHOCTH IIenoyHol ¢ocdaTassl, HOMO-
KUTETbHOTO TecTa Ha Hanumyme AMA u Hanm4usA
COOTBETCTBYIOLIE} IMCTONIOTNYECKON KapTUHbI B OU-
OIlTaTe IMevYeHN. B MOKIMHMYIECKOI U KIMHUYIECKO
CTafuAX, COITIACHO MOP(OIOrMYeCKUM U KIMHIYe-
CKMM KIaccuUKaIVAM, HallMeHThl He MMEIT Lyp-
posa nedenn. PassuTue nupposa ABAAETCA NO3gHEN
TepMUHAJIbHOI cTafuell 3a6oneBaHusA. IIoCKONIbKY
LVpPpO3 ABIAETCA KOHEYHOM CTafyei mpouecca, Tep-
MUH «IIePBUYHBII OVIIMAPHBIN XONAHTUT» SABIIAETCA
6oree KOPPEKTHDIM;

2. TepMuH «I1epBUYHBLI OMINAPHDIN XOMTAHTUT» SIBIA-
eTcst 6ormee mpuemMIeMbIM U st HanueHtoB. Cr1oBo
«UMppO3» GONBIIMHCTBOM MALjEHTOB BOCIIPUHU-
MaeTcs Kak (paTajbHBIi, CMEPTEIbHBIN IPUTOBOP.

JddekTuBHaA Gapmarotepanua. 31/2025



ITcuxonmorndecky AjiA NalMeHTOB JYarHO3 «IIepBUY-
HBIJT OVIMapHBI HUPPO3» BCEAET YXKac IJIOXOTO
IpPOTHO3a, YTO yCYTyb/sAeT ero Te4eHne, 0CO6eHHO
Ha PaHHUX CTaauaAX 3aboneBaHus. VI X0TsA B HacTOA-
1iee BpeMsi TedeHue 3a601eBaHUA 0OBIYHO IPUBOSUT
K [IOCTEIIEHHOMY XY/ ILIEHNIO Ka4eCTBa XU3HY Ialy-
€HTOB, a JIeUueHIe NpeyCMaTpUBaeT MOX3HEHHBDII
IpyeM IpernaparoB, C y4eTOM Hay4HOTO IIporpecca
B PAacHO3HABAaHUY HOBBIX MEXaHU3MOB Pa3BUTHA 3a-
60eBaHMs 11 YCUINIT YIEHBIX IO Pa3paboTKe HOBBIX
JIeKapCTBEHHBIX IIpeNapaToB y MaleHTOB IOSABJIA-
eTCs HajleX/la, YTO OHY MOTYT XXUTb, HECMOTPs Ha
HaJIM4ye 9Toro 3aboneBaHns.
C y4eTOM BceX IepedulCc/IeHHbIX apIyMeHTOB y4acT-
HUKM KOH(pepeHI MK 6ONTBIINHCTBOM TOTOCOB IIPHU-
HSUIU pellleHre Ofo6puTh IpefIoXKeHe IpaBIeHNs
EBpormeiickoit acconuanyy Mo U3y4eHUIo MedyeHn 06
V3MEeHEeHUN Ha3BaHM s «II€PBUYHBII OGVIIMAPHBIIL LINP-
PO3» Ha «[IePBUYHBII OMIMaPHBIT XOTTaHTUT». B Teue-
Hue 2014 n 2015 rT. 5TO penieHune 651710 oA ep>KaHO
" 0f00peHo AMepUKaHCKOI accolManmeii 1o usyye-
HuIo 3abo0eBanui1 nedyenn (American Association for
the Study of Liver Disease - AASLD), AMepuKaHCKOI
racTpO3HTEPOTIOrM4ecKoll acconnanueit (American
Gastroenterological Association - AGA), o6benu-
HeHHBIM EBpOIIeiicCKMM COBETOM IIO TaCTPOIHTEPO-
norun (United European Gastroenterology (UEG)
Governing Board) n Asuarcko-TuxookeaHCKoOIT ac-
conmanueit mo nsydenuio medenu (Asian Pacific
Association for the Study of the Liver - APASL).
PemeHne Bcex 001IeCTBEHHBIX OPTaHM3aluil 6BIIO
BHECEHO Ha paccMoTpeHMe BceMumpHOI opraHmsa-
MM 3ApaBOOXpaHEeHMNA, KOTopad B CBOIO odepefb
HOAJep)Kasa IPUHATYIO UMU Pe30TI0LNIo 06 n3MeHe-
HUM TepMUHA «II€PBUYHBII OVMIMapHBIN HUPPO3» Ha
«IIepPBUYHBIV OVIMAPHBII XOJTAaHTUT» U PEKOMEHJ0-
BaJjia BHECTU KOPPEKTUBbI B COOTBETCTBYIOIINI KOJ
MeXyHapogHoi Knaccudukauumu 6onesHeit 10-ro
(K.74.3) u 11-ro (DB37.2) nepecmorpos. C 2015 .
3aboneBaHMe BO BCEM MUpe YIOMMHAeTCs Kak Iep-
BMYHBII OMIVApHBII XOTaHTUT.

MoaBneHue HOBbIX AlaHHbIX U NpepcTaBneHuit no MbX

HecMmotpsa Ha TO utOo 3THonoru:a I1bX He BrIABIEHa,
Ha HAaCTOALMI MOMEHT HaKOIJIEHbl pe3y/nbTaThl Ha-
YYHBIX MCCIeLOBaHMI, MO3BOAKIMEe CHOPMUPO-
BaTb IIpefCTaBIeHNe O MeXaHU3MaX, 3allyCKaoInx
MPOILECCH MMOBPEXAEHMSI MEIKUX OMIMAPHBIX SN~
tenmanbHbIx K1eTok (BIK, xomanrmonursr), 06paso-
BaHuA AMA u pasBuUTHA KIMHUYIECKUX IIPU3HAKOB
3aboneBanus. HeManoBaXHYI0 POlb B M3Y4eHUU
3TUX MOMEHTOB CHIIPany GbICTPO pa3BUBAIOIMECS
MOJEKY/IsApHble ¥ TeHeTU4YeCKMe MEeTOJbl, UCIOIb-
30BaHMEe KOTOPBIX II03BOIMUIO PACKPBITh U IMOHATDH
MHOTVIe MEXaHM3MBI, CIOCOOCTBYIOLIME Pa3BUTUIO
KIVHNYECKUX, MOP(OIOrndecKux u 1abopaTopHbIX
MPU3HAKOB 3a00/1€BaHMA.

B xadecTBe BHyTpeHHux ¢paxropos passurus I1BX
OTMEYAaIOT TeHEeTUYECKYI0 INPeApPacHoI0XeHHOCTh
K 3aboneBanmio. B 2021 r. omy61mKoBaHO mepBoe re-

[acTpo3HTeponorus

HeTIM4ecKoe MCCeffoBanme, CPOKycpoBaHHOE Ha XpoO-
mocome X npu I1BX [78]. [7TaBHBIM OTKpBITMEM 3TOTO
UCCefoBaHNA ABNAETCA UAeHTU(UKAIMA HOBOTO 00-
IIeT€HOMHOTO 3HAYMMO-acCOIMMPOBAHHOTO JIOKYCa,
OTMedYeHHOro nonumopdusmom rs7059064 [78]. 1ot
JIOKYC XapaKTepU3yeTcs Haan4yeM KOHTPOIbHOTO J71e-
MeHTa (superenhancer), KOTOPBIVI MOXET PEryINpPOBaTh
HECKOJIbKO ayTOMMMYHHO-pe/leBaHTHBIX reHoB IIBX.
BblLsBIeH psfx reHOB, KOTOpble, 10 MHeHNUI0 R. Asselta
U COABT., MOTYT BHOCUTb CBOJ «CKPOMHBIN BKIaz»
B pas3BUTHeE 3TOTO 3aboneBanus [78].
Pa3Burtme MoneKynspHO-TeHETUYECKUX METOHOB IO-
3BOJIMJIO BBIABUTD U MOKa3aTh, YTO Yy >keHIuH ¢ [IBX
II0 HeM3BEeCTHBIM IIpMYMHAM MHAYOUpYyITcA X-cle-
IUIEHHbIE 3NMNUTeHeTNYeCKNe N3MeHeHN A, IPUBOJ e
K HOBBILIeHHOI aKcnipeccun Mukpo-PHK 506 (miR-506)
B xomaHruouurax [79]. Ilocnenuss perynupyer pyHKLu-
OHUpOBaHME TPAaHCMEeMOPAaHHbBIX O€IKOB, OTBETCTBEH-
HBIX 3a HOCTYIUIeHMe OuKapOOHaTa M3 XOMAaHTMOLNTA
B IIPOCBET XKeTYHOTO IpoToKa. [Iponcxoput nogasne-
HIle 9KCIIPeCCUY TeHOB PeleNTOpa TPEThero THIa K MHO-
surontpudocdary (InsP,R3) u xnop/6ukap6oHaTHOrO
aHnoHoobmenHuKa 2 (AE2), uto 6p1710 0TMedeHO mpu
MCCIeOBaHNY OMOMITATOB IeYeHN ¥ MOHOHYK/IEaPHBIX
K/IeTKOK KpoBu nanueHToB ¢ IIBX. BosHukarouee mo-
masnenye aktuBHocTH InsP.R3 n AE2 npusoput x He-
IOCTaTOYHOMY TIOCTYT/IeHuto 6ukap6onara (HCO,)
B IIPOCBET XXeTYHOro mportoka [79, 80]. B pesynbrare
HepocratouHoro noctymienus HCO, B skemdHble mpo-
toku npu I1BX npoucxoput cmemenne pH BHyTpUnpo-
TOKOBOJI (IIe4eHOYHOIT) XKeT4y B CTTabOKUCITYI0 00/1acTh
U yBenmudeHue pH BHYTpM XONaHIMOLMTOB B crabolre-
JIOYHYIO 00/1aCTb.
OTKpbITHE 3TUX JAHHBIX MIO3BOIMIO Pa3paboTaTh KOH-
LENINI0 Pa3BUTUA IIePBbIX, HAYATbHBIX IIPM3HAKOB 3a-
6oneBanus [48, 62, 81]. [IpeacraBieHHass KOHLIEMIUS
MO3BOMAET OOBACHUTD MEXaHMU3M Pa3BUTUA IIEPBBIX
npusHakos I1bX, noasndomuxca B acuMIToMarude-
CKOIT cTafuy 3a00MeBaHMs M OTBETUTD HA C/IEAYIOLIe
Bompocsl (48, 82, 83]:
= ITouemy npu IIbX nospexxaroTca TONbKO MeNKNe X0-
JTAaHTYOLIMTBI, BBICTM/IAIOMIE SKeTIHbIe IIPOTOKM MeJl-
KOTO U CpefJHeTO pasMepa?l
= Kakum o6pasom anrturen E2 ITJIT, Haxopsch Ha BHY-
TpeHHell MeMOpaHe MUTOXOHJPUIL, CTAaHOBUTCH JHO-
CTYIIHBIM JIJI1 UMMYHHBIX KJI€TOK?
= [Touemy anTMTena 06pasyiorcs TonbKo K E2-cybOpe-
muHMLe u He obpasywrcs K E1- u E3-cy6penunniiam
Iare
= KaxoB mMexanusm o6pasoBanuss AMA?
Vicxopa m3 3TOi KOHLIEIIINY CTAHOBUTCA IOHATHBIM,
uro npu IIBX mepBuYHBIM NOBpeXXAAIINM HAKTOPOM
711 METIKVX XO/TAHTMOLUTOB SABJIAIOTCSA YKeMYHbIe KUCTIO-
ThI, a He AMA. HakonjieHne >KeTYHbIX KMCIOT B MEJIKUX
B3K 1 HenomHbIN X alIOINITO3, IEpeHAIIpaB/IeHHbII B He-
KpO3, MOXXeT NPUBOAUTD K IMOBPEXIECHNIO BHYTPUKIIe-
TOYHBIX OpTaHe/, BKII0Yasd MUTOXOHAPUM, C TIOCTIeNy-
tomeit reHepanyeit AMA [48, 84]. Tlo mepe HapacTaHus
XO7ecTasa B ITATOMOTMYECKNII MPOIecC BOBIEKAIOTCS
renaToLUTHI.
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Jleuenne IIBX ocTaeTcs cnoxHOI 3afayeit, TOCKONIbKY
IpUYMHA 3TOTO XPOHMYECKOTO, MEJIEHHO NpOrpec-
CUPYIOLIEr0 X0/IeCTATUYeCKOTO 3a60/IeBaHMs MedeH N
IO CMX IIOp He ycTaHOBjeHa. [loABIeHe HOBBIX Hay4-
HBIX JaHHBIX MOXKET CTaTh OCHOBOI AJA pa3paboTKu
HOBBIX JIEKAPCTBEHHBIX IIpeNapaToB, HAallpaBlIeHHbIX
Ha JI0KajbHOE IMOfaBIeHMe aKTUBHOCTM miR-506 unn
aKTMBALMIO aHMOHOOOMeHHNUKa AE2 B XOomaHrmonu-
Tax. JTO, BEPOATHO, CTAHET OJHNM M3 HOBBIX Tepa-
NmeBTUYECKUX HallpaBineHuit B nedyenun I1bX B pmo-
IIO/IHEHVE M/IM BMECTO CYLIECTBYIOLIMX NPENapaToB
JKeTYHBIX KUCTIOT.

3aKnioueHue

ITepBUYHBIT OMIMAPHBIN XOMaHTUT — 3TO XPOHMUe-
CKOe XOJIecTaTudecKkoe 3aboneBaHne MeYeHN, OTHO-
cameeca K xonanruonaruam. Iloutn 175 ner Tomy
Ha3aJl TOJIbKO Ha OCHOBAaHUM KIMHNYECKUX METOJOB
ob6cnenoBanus (OIPOCHI, OCMOTPBI) U PE3Y/IbTATOB
HaTOJIOT0aHATOMMYECKUX BCKPBITUIL ObIIN CHeNTaHbl
HepBble OMMCAHUS OTHENbHBIX IPU3HAKOB 3TOTO 3a-
6oneBanus (pucyHok). [To Mepe pa3BUTNsI HOBBIX Ha-
YYHBIX MeTOJIOB MCCIeSOBaHNA PacCIIMPA/INCh Ipef-
CTaBJIEHNA O TeX V3MEHEHMAX, KOTOPbIe IIPOMCXOMAT
B OpraHmsMe II0 Mepe IIporpeccupoBaHus saboie-
BaHMsI, IOBBIIIA/TNCh BO3MOXXHOCTH Y/IYYLIEHUs €TO
AMarHOCTUKIL.

VlcTopudeckass 9TallHOCTb PAaCKPBITUA U ONMUCAHUA
Pa3IMYHBIX NPU3HAKOB, MEXaHM3MOB VX Pa3BUTHA,

M3I0XKEeHHas B 3TOM 0030pe, IeMOHCTpUPYeT 3Hade-
HMe U BKIafx nabopaToOpHBIX (XMMMUYECKUX, OMOXU-
MUYECKIUX, MOP(POTOTUIECKIX, UMMYHOTOTUIECKUX,
MOJIEKY/IAPHO-TeHeTUYECKUX U AP.) U UHCTPYMeH-
TaJlbHBIX (YPECKOXXHasA NYyHKLUMOHHasA OUOICUs
medyeHu) MetonoB B usydenue IIBX. Ocobyio ponb
B YAyYIIeHUM OMATHOCTUKMU 3TOro 3abojeBaHMs
CBITPajI0 pa3BUTHE MMMYHOJOTUN I MMMYHOJIOTH-
YeCKUX MeTOJOB McCiaenoBaHus. BoeraBmeane AMA
HapA#y C MOBBbIIIEHMEM aKTUBHOCTU I€I0YHON
docdaraser u raMmarnyramuntTpascepassl Mo3BoO-
ngeT guarHoctuposartb [IBX B acumnToMaTnyeckoii
craguu 3aboneBanus. HecmMoTps Ha TO 4TO [0 Ha-
crosmero speMenu atuonorus I1bX HemsBecTHa,
pacKpbITHe MaTOreHeTUYeCKUX MeXaHM3MOB, yua-
CTBYOLIMX B IPOTPeCCUPOBAHUY ITOTO 3ab0seBa-
HUs, CIOCO6CTBOBANO paspaboTKe COBpeMEHHBIX
Ccoco60B ero jeYeHus, BKAKYasa MCIONb30BaHueE
IpernapaToB XXeTYHBIX KUCIOT (ypPCOLe30KCUXoIe-
Bas KUCIIOTA, TAypOYPCOAE30KCUXO0IeBass KUCIOTa,
o6eTuxoIeBas KUCIOTA, HOPYPCOAE30KCUXOIeBast
kucnora). C mosAB/IeHMeM HOBBIX MOJIEKYIAPHO-Te-
HETUYECKUX METOMOB UCCIEeNOBaHMIT U Gmarogapst
YCUNIUAM Y4YE€HBIX, HallpaBIe€HHbIM Ha pacKpbITHe
STHOJIOTUM U TaTOoreHesa 3abojeBaHMsd, B OnMyKai-
meM OyfylieM CTaHeT BO3MOXXHBIM IIOSBIEHUE
HOBBIX JI€KaAPCTBEHHBIX IIPENapaToB, CIOCOOGHBIX
NIPMOCTAHOBUTD IIPOTPECcCHpPOBaHNe U Npenynpe-
IUTb Bo3HUKHOBeHMe I1BX.
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Primary Biliary Cholangitis: Historical Aspects
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! Russian University of Medicine, Moscow
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Primary biliary cholangitis (PBC) is a chronic cholestatic progressive liver disease. It is marked by the occurrence
of apoptosis, necrosis, and the destruction of cholangiocytes, resulting in the loss of the epithelial lining in the small
intra-lobular, inter-lobular, and septal intrahepatic bile ducts. This process is accompanied by the formation

of antimitochondrial autoantibodies, the development of ductulopenia, and the onset of cholestasis. The progressive
nature of this condition leads to a subsequent development of cirrhosis and liver failure in late stages of the disease.
The disease is classified as a cholangiopathy. The review encompasses the historical evolution of the disease's initial
references, the transformation and adaptation of its nomenclature as methods of new scientific research emerged,
progressed, and were integrated into clinical practice. In the review also addresses the challenges and opportunities
in the treatment of PBC, taking into account the emergence of novel scientific evidence. Additionally, consider

the significance of new molecular data on impaired bicarbonate production by cholangiocytes in the pathogenesis
of primary biliary cholangitis.

Keywords: nonobstructive biliary cirrhosis, Addison — Gull syndrome; la cirrhose hypertrophique avec ictére
chronique, hypertrophic cirrhosis Hanot, xanthomatous biliary cirrhosis, primary biliary cirrhosis, primary biliary
cholangitis
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