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Jluoarpoduueckuit  gmaber  Jlopenca
(JIIJI) — penko BeTpedaromeecss M MaJIOn3y-
YEeHHOE HEWPOIHIOKPUHHOE 3ab0jIeBaHME, KO-
TOPOE MPeCTaBIsIeT cODOM eIMHBIN TaTOIOTH-
YeCKUH TIPOIECC C MPUCYIITUMU €My 3aKOHOMED-
HOCTSIMHU ¥ OCOOEHHOCTSIMU PA3BUTHSI, B OCHOBE
KOTOPBIX JIEYKUT CHHJIPOM T'e€HepaJIn30BaAHHOM
munogucrpodun (CIVI) [1]. OcroBHBIME IIPO-
apiaeausavu  JIJIJI aBasioTcs mcUYe3HOBEHUE
ITOKOYKHO YKUPOBOH KJIeTYaTKU Ha OOJIBINOH
[TOBEPXHOCTU TeJjIa WJIM Ha OHPEJIEJIeHHBIX ero
ydacTKaxX, a TakyKe HaJudue MeTaboMIecKux
HapyIIEHU, CUIEPJIUITUIEMUS,
HapPYIIEHUsI YIJIEBOJHOIO OOMEHa, B OCHOBE
KOTOPBIX
(UP) wu/wmmu runepuncymunemunst (I'1) [2].
Xpoundeckas 'l mpuBogur K u30OBITOYHOMY
pa3pacTaHuio COEJUHUTE/ILHOW TKAHU B Ia-
PEHXUMATO3HBIX OpraHaxX, a TaK:Ke B CTEHKaxX
COCYJIOB, 9TO CHOCOOCTBYET KOHIIEHTPUYECKO-
MYy CYKEHHIO WX IIPOCBETA. IDTU U3MEHEHUS
Haps/ly CO 3HAYUTEJHHOW THIIEPJIUIINIEMU-
eif, CIIOCOOCTBYIOT PA3BUTUIO BBIPAXKEHHOIA
aprepuaibHoil runeprensun (Al') u apyrux
HaPYIIEHUN CO CTOPOHBI CEPIETHO-COCYIUCTOM
cucrembl y 6osbubix JIJIJI maxke B mostomom

TaKX KaK

JICZKUT NHCYJINHOPE3UCTEHTHOCTD

BO3pacre.
Brepsbie coobrieHne 006 3TOM CHHIPOME

obL10 caenano L. H. Ziegler 8 1923 1., a B 1946 1.
R.D. Lawrence mam ero moapobHOe KIMHUTIE-
ckoe ommcanue [3]. B mupoBoii smreparype
JaHHOe 3ab0/eBaHIe 0003HAYACTCH TaK¥Ke KaK
«JINOATPOPUIECKUI 1rnabeTs, «TOTaJIbHasT JIU-
noguctpodusy, «cunapom Jlopercas. B 1972 r.
(ma reppuropun 6bisiero CCCP) sror cun-
apom 0bL1 Bruepsbie omucan Crapkosoit H. T.
U COABT. 1I0J] HA3BAHUEM <«IHIIEPMYCKYJIsipHAS
JIUTIOJIUCTPODUST».

Pazmnuaror BpOXKIEHHBIT W IPHOOPETEH-
woiit JIJIJI. 3abosieBanue MOXKET BBISBJISTH-
csl B pasamvIHOM BospacTe, HO warie JIJLJI
BcTpedaercs y KeHiuH g0 40 Jjier mocie
[IEPEHECEHHBIX MH(MEKINH, IePEITHO-MO3I0BOI
TPaBMbI, CTPECCOBBIX CHUTYaIWil, OEpEeMEHHO-
cru. OJIHAKO KOHKPETHBIE MPUINHBI BO3HUK-
noBenust JI/IJI we BwisgcHenwl. IIpemmosara-
€TCsl, YTO B OCHOBE IIaTOreHe3a 3TOro 3a-
OoJieBaHUS JIEXKAT BPOXKJIEHHAS HEIOJIHOIEH-
HOCTB CIIEIu(pUIecKoil (hepMEHTHON CUCTEMBI
U OTCYyTCTBHUE IIUTOPEIENTOPOB, CHEIIMUIHBIX
quist rpuriunepuos (TT), Ha KieTouHON MeM-
OpamHe aJUIONNUTOB, YTO IPUBOJIUT K HapyIIe-
HUIO JIEOHUPOBAHUS YKUPA B ITOIKOXKHOI KJIeT-
JaTKe U Pa3BUTUIO TUIEPJIUANUAIEMUN. BoJib-
IIUHCTBO HUCCJeA0BaTE/Iel PUIEPIKUBAIOTCS

* ABTOpBI TapAHTUPYIOT OTBETCTBEHHOCTD 338 OObEKTUBHOCTD IIPEJICTABICHHOM MHpOpMAIWN.
ABTOpBI rapaHTUPYIOT OTCYTCTBHE KOH(MJIINKTA HHTEPECOB M COOCTBEHHON (DUHAHCOBON 3aMHTEPECOBAHHOCTH.

Pykomnuces nocrynuia B pepakmuo 06.04.2016.
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«IIEHTPAJIBHON» TEOPUN NPOUCXOZKJICHUSA IeHe-
pPaJIM30BaHHON JIUIOATPOMUN.

B wmoue 6ospabIx JIJI BBIIETeHO Berre-
CcTBO OEJIKOBOI NPHUPOJIBI, BO3MOMKHO THIIOMU-
3apHOIO MPOUCXOXKIEHUsI, KOTOpoe 00Jiaaer
BBIPAYKEHHBIM KUPOMOOUIUIYIONIUM JI€HCTBH-
€M. y IKCIIEpUMEHTaJIbHBIX 2KWBOTHBIX YKa-
3aHHOE BEIECTBO BBI3BIBAET PA3BUTHE CHMIITO-
MoB, HanomuHatomx cumiromsl JIIJI. ITnas-
Ma KposBu 60abHBIX JIJLJI obmamaer moBbImIeH-
HOIl JIMIIOJINTUIECKOW aKTUBHOCTHIO, ITO CBU-
JAETEJILCTBYET O HAJIMYUU U B KPOBU 3TUX 6OJIb—
HBIX (DAKTOpa C YKUPOMOOMJIM3YIONUMU CBO¥-
crBamu. Hapylerue MmporeccoB JEeMOHUPOBa-
nug xupa B agunorurax npu JIIJI mpusoaut
K pazsutuio BropudHoit 'V, npu sTom srernonu-
poBaHue Kupa B KUPOBOM TKAHU MHOJKOXKHON
KJIeT9aTKN HE BOCCTaHaBJIUBaETCH. Pa?)BI/ITI/HO
I'" ciocoberByeT Takzke U HApYIIeHne MeTabo-
JIn3Ma MHCYJIMHA: CHUXKeHIe (DYHKITHOHATBHOM
AKTUBHOCTU ITAPEHXUMbI [I€YE€HU BCJIEJICTBUE e
JKUPOBO# MUCTPOUU TPUBOJUT K yMEHBIIE-
HUIO 3aXBaTa HNHCYJIMHa TellaTOUuTaMMW W I10-
BBIIIEHUIO €TI0 COJIEPYKAHUSI B KPOBH. Y BEJIH-
YEeHUIO KOHIIECHTPallUuW MHCYJ/JIMHa B KPOBU MO-
JKEeT CIOCOOCTBOBATH TAKXKE YMEHBIIIEHUE YUC-
JIa CHeL[I/I(bI/ILIeCKI/IX NHCYJIMHOBBIX HUTOPEIEII-
TOPOB Ha KJIETKAX-MUIIEHSX WM CHUKEHUE UX
cpojcTBa K mHCyauny. llaTomorudeckuil mpo-
necc yeyrybsstercs P ¢ mocemyomum Bos-
HUKHOBEHUEM TUIIEPTJIUKEMUH, KOTOpast TPY/i-
HO mojraercst Koppekiuu. Ckopee Bcero, CI'JI
SIBJISIETCsI T€TEPOTEHHBIM, TIOCKOJIBKY JTHO0ast
npudrHa, 00yCJIOBJIMBAIOIIAS HECITOCOOHOCTD
AJIUIIOIUTOB JICTIOHUPOBATH HEHTpaJIbHBIE K-
PBI, aBTOMaTU1IeCKHN BeJeT K BO3ZHUKHOBCHUIO
JIATIOATPOMUH, TUIEPJIUIUJICMUAN 1 KOMIICHCA~
TOpHOI Xpoumyeckoit suorennoir ['N ¢ mocire-
JIYIONIUM DPa3BUTHEM KacCKaJla TOPMOHAJIbHBIX
U MeTabOJIMIECKUX peakiinii, (hopMUPYIONINX
KJIMHUYECKYI0 KapTuny 3ab0/IeBaHUs.

Huarnoz JIJIJI ycramaBimBaioT Ha OCHO-
BaHUU XapaKTEPHOT'O BHEIIHEro Buja 00Jib-
HBIX ([IOJTHOE OTCYTCTBUE MOJKOXKHON YKUPO-
BOH KJIETYATKH WJIU €€ CIenuOUIECKoe IIe-
pepaciipejiejieHue ¢ u30BITOYHBIM Pa3BUTHEM
B 00JIaCcTH JINIA U Ied W UCIe3HOBEHHEM Ha
TYJIOBHINE U KOHEYHOCTSX, TUIEPTPOMUST CKe-
JIETHBIX MBIIII, PU3HAKU aKpPOMerajuu, I'i-
HEepTPHUX03) U Kaji00 Ha TOJIOBHYIO O0JIb, 60M

U TSKECTb B IIPABOM I0JIpebephbe, HapyIleHune
MEHCTPYAJIBHOTO IUKJIA, THPCYTU3M.

IIpu pyrunnom obcsejioBanun y 60IbHBIX
JIIIJT 06brvHO OOHAPYKUBAIOTCS CJIEJYIOIIHIE
U3MEHEHUsI: B KJIMHUIECKOM aHAJN3e KPOBU —
UCTUHHBIN yMEPEHHBI SPUTPOIUTO3 U THIIEP-
reMOTJIOOUHEMUST; MOY€e 9aCTO — MPOTEUHYPHS.
B 6moxnmutaeckoM mccIenoBaHIT KPOBI 00pa-
AI0T Ha ceOsl BHUMAHUE 3HAYUTE/IHLHOE YBEJIU-
qenne comepxkannst 117, HescTepuduImpoBan-
HBIX 2KUPHBIX KUCJOT, ODINEro XOJIeCTEPUHA
u ero 3pUPOB, HU3KOE COJIEPKAHNE KETOHO-
BBIX TEJI JIaXKe IIPU BBIPAYKEHHOM HAPYIICHUH
YIJIEBOJHOTO OOMEHA; CHIKCHHE AKTUBHOCTU
mes0unoit hocdarasbl, MOBBIIMIEHIE AKTHBHO-
CTHU TPAHCAMUHA3, YMEPEHHAs IUeponmpyou-
HEMUsI, 9TO XaPaKTEPHO I 2KUPOBOI JTUCTPO-
dbun nedenu. [lourn mocToTHHO OTMEUAECTCS
[OBBIIIEHHOE COJIEpyKAHNE B IIJIa3Me KPOBU 00-
mero 6esika. [Ipu 0630pHOIT Kpanuorpadun da-
CTBIMH HAXO/IKAMU SBJISIIOTCH OObI3BECTBIIEHIE
TBEPAOH MO3TOBO# 0OOJIOUKM B JIOOHOM U Te-
MEHHOM OTJIeJIaX, & TaKKe 11033/ CITMHKH TY-
PEIKOrO cejijia, TUIePITHEeBMATU3AINS a3y Xi
OCHOBHO{I KOCTH, V psijia OOJILHBIX PEHTTE€HOI0-
TUYIECKH OIPEJIEISICTCS KPYITHOE TYPEIKOE CeJl-
Jio B popmMme Jiexkadero osaJja. [Ipu a71ekTposu-
nedasiorpadnun MpakTUIECKN y BCeX OOJTbHBIX
OOHAPYKUBAIOTCST IPU3HAKU JIUCQHYHKIIAA Me-
30/IndHIEPATBHBIX CTPYKTYP T'OJIOBHOTO MO3TA.
Ha 9KI', kak npaBujio, BbISIBJISIETCS THIIEPTPO-
dusg Muokapa JIEBOIO XKeJy/I09Ka € COILYT-
CTBYIOIIUMEI METabOTUICCKUMU WJIA UITEMUIe-
CKUMU U3MEHEHUSIMU; 3aKOHOMEPHBIME SIBJIsI-
IOTCsl 9aCTO BCTPEYAIONIUECs [PU3HAKKU HapPy-
IIIEHUST TTPOBOIUMOCTH B CHCTEME JIEBOI HOXKKH
nydka ['mca. IIpu ocmoTpe okysimcroM y 60J1b-
IUHCTBAa OOJIBHBIX, HE CTPAJIAIOIIINX TOCTOSTH-
HOIl rumepreH3ueil, o0HAPYKUBAETCsT CIACTHU-
qecKast aHMMOPETUHOTIATHSI.

Jledenne cumnTomMaTndeckoe, HalPaBJIEH-
HOe Ha cHIKeHne VP, KOHIEHTpaIuu TJIroKo-
3bl B KPOBH, BEJUYUHBI apTEPUATHLHOIO JaB-
nenns (AJl), HOpMATM3AIMIO KUPOBOIO OOMe-
na. [Tarorenermaeckoe jievenne ne pazpadoTa-
HO. B oTHebHBIX Cilydasix yMEHBIIEHUI Me-
TabOJIMIECKUX HAPYIIEHUN CrocoOCTBYeT Ipu-
MeHeHue O6pomokpunTuna. [Ipu BepakeHHOM
[MOJTUKUCTO3€ SIMIHUKOB JIeUeHHe OIllepaThB-
Hoe. B TsKesbIX ciiydasx MMporuo3 3abosieBa-
HUsl cepbe3Hblii. [10 HEMHOTOUUCIEHHBIM JINTe-
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PaTYpPHBIM JaHHBIM €CTeCTBeHHas ITPOJIOJKI-
TEJILHOCTD JIAHHOT'O 3a00JIeBAHUS COCTABJISAET
40-45 ymer. CMepTh MOXKET HACTYIUTL OT IIe-

YEeHOYHON KOMBI, KPOBOTEUCHUST U3 BAPUKO3HO
PaCIIUPEHHBIX BEeH MUIEBOJA, WHCYIbTa, WH-
dapkrTa MHOKaPIA.

PE3VJIBTATBI 1 X OBCY2XKJ/IEHUNE

IIpuBomum ciyvail KJIMHUYIECKOrO HaOJIIO-
JIEHUs] TAIMEHTKH C JUH0ATPOMUIECKUM JiHa-
6erom Jlopenca.

ITammenTka K., 1963 roma poxieHust, m1o-
crymuia B KianHUKY 'Y «MHcTuTyT npobiem
SHIOKpUHHON marosiorun um. B. A. lanuies-
ckoro HAMH VYkpauubi» ¢ kamobamu Ha 06-
nyo cja1abocTb, M3MEHEHUE BHEIIHOCTH B BU-
Jle U3MEHEHUs 4epT Jmia (YKpyIHeHne Hoca,
KOCTell JIIEBOTO ueperna), yMeHbIIeHUe JKUPO-
BBIX OTJIOYKEHWII B 0OJIACTU BCErO Tea W T'H-
epTPOMUIO MBI, F'OJOBHBIE OOJIH, MOBbIIIE-
Hue AJl, KaxK 1y, MOy puio, JaBsiiue 60/ 3a
IPYJIMHOM, ONBIIIKY [PU HE3HAYUTETbHON hu-
3UYecKoil HAarpy3ke, 60iM B HOrax IpU XOIab0e
10 100 meTpoB, CyZ10pOru B UKPOHOYKHBIX MBIITI-
1ax, OHEMEHUE U YKKEHHE B CTOIIAX, TAXKECTh
u 60JIb B IIPABOM I10JIpebephe.

Koxknble moKpoBbI cyXue, UMEeTCs THIIEp-
[IUTMEHTAIUS B MeCTax TPEHUS OJI€ZK/IbI, & TaK-
JKe obpallaeT BHUMaHWe Hajndue acanthosis
nigricans, NMUTMEHTHBIX MATEH, THUIIEPKEPaTO-
3a, BAPUKO3HO PACIIUPEHHLIX BEH B 00JIaCTH
HIKHIX Konewnocreit. AJI 170/100 MM pr. ct.,
YCC — 90 yu. B MmunyTy. Busyanabuo y naru-
€HTKU OIPEIe/IsIeTCs MOJIHOe OTCYTCTBUE IIO/I-
KOYKHOW KUPOBOI KJIETYATKH, TUIEPTPODUS
CKEJIETHBIX MBI, HPU3HAKA aKPOMEraJIinu

Puc. 1. ITanmenTka K., B gercrse.

(yMepeHHbBI MPOrHATH3M, YKPYIIHEHIE KUCTEI,
cTom u Kocrefi sinmesoro depena) (puc. 1,2).
W3 anmamuesa 6GOJIE3HHM HM3BECTHO, YTO BO
BpeMsi OEPEMEHHOCTH BBISB/IEHO HapyIIeHUE
YIJIEBOJIHOTO ¥ JIMIIAIHOIO OOMEHOB, TOI/IA JKe
mmarnocruposana Al Tlocie pogos B 1999 ro-
Jly IMaldeHTKa OTMeTH/Ia WU3MEHEHUe BHeII-
HOCTH — IIOCTEIIEHHOE YKPYIIHEHUE KHUCTEH,
CTOIl M JINIIEBOTO CKeJIeTa YBeJINYeHNe MbIIIed-
Hoit Maccel. ITocsie POIOB yTIeBOAHbIH 00MeH
Hopmamsosagcs, Al coxpaHsiach, OIHAKO
AHTUTUIIEPTEH3UBHBIE IIPeIapaThl IAaIeHTKa
JUIATEJIBHBIA TIepUOJ, IIPUHUMAJA HEeperyJisp-
no. Cuycrst 6-7 jer mamueHTKa CTaja OTMe-
YaTh UCUYE3HOBEHHUE TIOJKOXKHOTO YKUPa, C JINIA,
U BCEX JIDYIUX OTJEJIOB Tejga U yBeJIndeHue
MBIIIETHOM, T. €. HaYaJa Pa3BUBATLCA TeHepa-
JIM30BaHHAs JTUIOAUCTPOdUst (110 THILY TUIEp-
MyCKyJIsipHOii stuniogucrpodun). Hepes 17 ner
OCJIe POJIOB JUATHOCTHPOBAH CAXapHBINA JIHa-
Ger (CH) 2 rtuma. I'ukemusi npu BbIsiBIe-
UM 22,4 MMOJIb/JI, alleTOH B MOUe He Haji/leH.
Toraa ke npu 00C/IEI0BAHUY BbISBJICHA JIUC-
manueMus (TUIepTPUTTUIEPHIEMUs ), TIPOTe-
unypus. Haznauena caxapocHuzKaoomas Tepa-
e MaHUHWJ, KOTOpyIO IMaleHTKa IMIpuHUMa-
na B Teuenue 10 JieT, OIHAKO KOMIICHCAIN
YIJIEBOJHOIO OOMEHa He JOCTUIHYTO, B CBSI-

Puc. 2. Buemnocrs nanmentku K. npu nocryrnieHnn
B KJIMHUKY.
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3n ¢ 4geM, ¢ 2009 roma mosrydaeT WHCYJINHO-
Tepaluio: akTpanu] u nporadaH B 0a3nCHO-
bosttocaoM pexkume. IIporpeccuposasu cocyau-
CTBIE OCJIOXKHEHUs IuabeTo-aTepOCKIepOTHIe-
CKOT'O TeHe3a, B cBazu ¢ 4eM B 2009 rojy maru-
eHTKe Tpom3BejieHa aMmmyTanud [V mnajabies
upasoit cromusl (puc. 3).

Puc. 3. Bun vorn manmentku K. mocire ammyrarmn
I-V masprieB mpaBoif cTOIBL.

3 anamHe3a »KU3HU U3BECTHO, 9TO B 1988
rojy, B 25-JIeTHEM BO3pacTe IaIlMeHTKa IIPOo-
OllepUpOBaHa IO TOBOMY HOJUKUCTO3a SHYI-
HUKOB.

Ha ocnoBanuu BbINIEN3I0KEHHBIX JAHHBIX
OBbLJT YCTAHOBJIEH IPEIBAPUTE/IBHDIN TUArHO3:
CH 2 rtuu, msxkenas dopma (JIumoarpodu-
vyeckuit quaber Jlopenca). I'unepmyckyssipaast
JIUTIOAUCTPOMHSI.

IIpuBojiuM  JlaHHBIE KJIUHUYECKHUX, OUO-
XUMUIECKUX, MHCTPYMEHTAIbHBIX
JIOB 0bOcJie/ioBaHusl. B KJIMHUYECKOM aHa-
JIn3e KPOBU BBISIBJIEHO IIOBBINIEHUE yPOB-
Hs remornobmna (remorsiobun — 172 r/n
(N =130-160 r/x), spurporuremuto — 5,2 X
10/12 n (N=3,9-4,7 x 10/12 1x), dbopmy-
Jla KpPOBH TakKe 0e3 KJIMHUYIECKU 3HAYU-
MBIX M3MeHeHuil: jefikormurer — 8,2 x 109/
(N =4,0-9,0x109/1), nBeToBoOii HOKA3aTEH —

MeTO-

1,2 (N=0,85-1,05); wneiirpoduibl: namou-
kogepuptle — 3% (N=16%), cermento-
anepabie — 58 % (N=47-72%), s03unodu-
ael — 1% (N=0,5-5%), mumdorurer — 36 %
(N=19-37%), monorurst — 7% (N =3-11%),
COD — 10 mm/uac (N=2-15 mm/4). B kim-
HUYECKOM AaHaju3e MOYHU BBISBJIEHA TPOTEH-
Hypus — 6emok — 0,67 v/, riIoKo3ypus —
28 MMOJIb/JI, peakiysi — CJI. KHUCJasi; Y.
Bec — 1023; sturenuii mepexoIHbII — MecTaMu;
SUUTENUN IIJIOCKUNA — HEMHOI'O; JICHKOIUTLL —
2—4 B 11/3p.; SpUTPOIUTHI Hen3MeHHble — 810
B 1I/3p.; CAM3b — HEMHOIO; COJIM OKcaJia-
Tl — HemHOTO. [Ipm OGmoxumudeckoM obciie-
JIOBAHUU: B KoaryjorpamMme 0e3 W3MeHEHHil:
AYTB — 30 ¢ (N=24-34 c); rpomborect —
HOpMa; HPOTPOMOMHOBBIA wmHuIeKC — 97 %
(N=90-100+5%); wounenrpanusi (HuOPUHO-
rena — 3,1 r/n (N=2-4); dubpun — 14 mr
(N=9-18 mr); dubpunosuruyeckass aKTUB-
HocTh — 180 mun (N =180-300 mumH).

Obpamaer Ha  cebsi  BHUMaHUE  T'U-

HepxojaecTepuHeMuss 10 7,2 MMOJIb/JI
(N=3,62-6,21 mmousb/i1), rumnepbeTaIniIo-
nporergiemuss  — 106 ex. (N =35-55 ex.);

IUIEPTPULHIECPUIEMUST  —
(N =0,45-1,86 mmouib /).
BreIpakeHHbIE M3MEHEHUs JIUIHHOTO 00-

4,61 Mmoot

MeHa, OCODEHHO 3HAYUTENHLHOE IOBBINICHIE
TT' xapakTepHO ITsT TUIOATPOPUIECKOTO Tra-
o6era Jlopenca. Ileyenounbie mpoOLI U3MeHe-
Hbl: Omnpybun obmmit — 11,4 MKMoOsb /i1
(N=28,55-20,5 MKMOJIb/JI); THMOJIOBasI IIPO-
6a — 8,0 ex. qu. (N =0-4 ej. JH.); HOBBIIIEHBI
ypoBuu Tpancamunas: AcAT cwiB. KpoBu —
1,52 mmous/T-mit (N =0,1-0,68); AnAT cobis.
kpoBu — 2,32 MrMouib/r-mut (N = 0,1-0,68).

IIpu anmasmse
ro oOMeHa BBISIBJIEHO CHUXKEHHE KOJIIIe-
crBa anbbymmHa 10 53,96 % (N =56-66,8 %)
U TOBbIIeHHe ~y-raobymmaa mno — 23,43 %
(N=12,8-19,0%); K=A/I'-1,18. pyrue
oKasarejii  He W3MeHEHbl — o0Imuii Oe-
a0k — 75 r/n (N=65-85 r/n); a1 — 6,34 %
(N=3,0-5,6%); aa — 7,93% (N =6,5-10,5%);
B—1793% (N=7,3-12,5%).

IloBbimienne ypoBHe#l TpancamMuHa3 W TH-

rnokasarejieii  OeJIKOBO-

MOJIOBOH TPOOBI, & TaKKe YMEHbBIICHHE KO-
JIn4ecTBa ajibOyMUHA U IIOBBIIIEHUE YPOBHS
~Y-IJI0OY/IMHA CBUJIETEIbCTBYIOT O CHHJPOME
[IUTO/IN3a, CHUXKEHUN CUHTETUICCKON QyHK-
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[WH [T€IeHN U HAJIMIUU BOCIAJIMTE/THLHOTO IIPO-
necca B ee napeaxume. GubOpo3HbIe U3MEHEHUS
[IEYCHH U TOJKEJIYIOTHON YKejIe3bl 00YCIOB/Ie-
HbI XpoHuveckoit ['M.
YraeBonublii  oOMeH B
KOMIIEHCAIMH,  CyTOYHAS
na cocrasager 70 FEm,

COCTOSTHUU  JIe-
J103a  WHCYJIU-
YTO OObACHAETCS
NP, 1narorHOMOHHYHBIM CHMITOMOM JIQH-
HOro 3abosieBanusi.  VcciemoBanue — Kpo-
Bu  ma  caxap:  13,62-10,0-11,44 12,65
13,08 mmoub /a1 (N =3,8-6,2 Mmmouib/ 1 B mas-
ve);  13,96-13,19-11,05-12,66-14,12-10,59
9,11-10,4 mmoub/o; u 10,74-9,41-8,96-7,25—
9,25-12,01-7,33 wmmousb/a. HbAj, 8,9%
(N=3,3-53%).
Kambiuit  kposn 2,28 mmoutb /a1 (N =
2,15-2,50 MMOJIB/J1); KaJabIUil HOHU3MPOBa-
Hb1it — 0,94 mmoutb /1 (N = 1,03-1,13 mmous /).
[Tpu oneHKe pE3yJbTATOB MOYETHON IIPO-
Obl BBISIBJICHO IIOBBIIIEHUE CKOPOCTH KJIy-
60oukoBoit dbuapTpanun g0 166 Mu/MuH
(N=60-150 mur/mMuH), 9TO HApsLy C HPOTE-
uHypHeil CBUJIETENLCTBYET O HAJIMIUK HEDPO-
ckiteposa. Tak Kak XpOHUYeCKas dHJOIeHHast
I'"N upu nunoarpoduteckom auabdere Jlopemnca
CIocOOCTBYET — M3OBITOYHOMY — pa3pacTaHUIO
COEJINHUTEJIBHON TKAHU B MAPEHXUMATO3HBIX
oprasax, B TOM 4ucje u mnodkax. OcrajabHbie
nokazarejin 6e3 M3MEHEHWil: MOUYEBHHA KPO-
Bu — 5,8 mmomn/n (N=2,1-7,1 mmomnn/in);
MOYeBMHA ~ MOuM  —  HB3  MMOJIb/J
(N =333-595 MMOJIb/JT) MMOJIb/JT; KpeaTHHIH

kpoBu — 109 Mmxmoutb /i1 (N = 44-110 MKMOJIB /11);

KpeaTuHUH 14,57
(N=4,4-17,6 mmousb/i1); KaHajblieBas peab-
copbrust — 98 % (N=97-99%).

WccnenoBanne moun no Heunnopenko —
nefikorurel — 750 (N =0-2000); spurporiy-
o1 — 250 (N =0-1000).

JlaHHBIE JIONOJHUTE/IBHBIX METO/I0B obciIe-
JIOBaHUS:

Ha 9KI: Purm cumycoBbIil, yCKOPEHHBII,
q.c.c. 90 yx/mua. HopmanbHoe mostoxkenue
3.0.C.

MOYH  — MMOJIb /T

[Tpu Y3U muToBuIHOM »KeJIe3bl 1 00J1acTh
opromuoii moyoctu: Y3U muToBuaHOR rKejre-
3pr: Ilpasast moias V="7,00 cm?; JleBast mosst
V=712 cm®. Ilepemeexk — 0,4 cum. ITo mare-
PaJIbHON IIOBEPXHOCTHU JIEBOW JIOJIA TMIIO9XO-
reabiii yzesq 13 X 11 MM ¢ KHJIKOCTHBIMU
meskuMu Kuctamu. [lo repemeit moBepxuocTu

[IpaBoii J10/11 KaabluHaT auaverpom 6 mm. 1o
3a/Hell TOBEPXHOCTHU MPABOH TOIN TUIIOIXOTeH-
HBII y3es1 jguamerpoM 12 mm. VMurakTHas mna-
pPEHXUMAa OJHOpOJIHAS. 3ak/iodenue: MHOroys-
JIOBOIT 300.

Y3U opranos O6prommoit mosoctu: le-
YeHb — B pa3Mmepax yBejndeHa Ha 4,5 cM, T'i-
[IePIXOTEeHHON OTHOPOIHOM CTPYKTYphI. 2Kesrd-
HBII TTY3bIPb — IPYIIEBUIHON (POPMBI, KOHKPE-
MEHTOB He BBIABJIEHO, CTEHKH He yTOJIIEHHI.
[Tomxenynounas 2xKejie3a — B pa3Mepax yMeHb-
IIeHa, OJJHOPO/IHON CTPYKTYpPbI. DXOT€HHOCTD
[OBBIIIEHA, OOBEMHBIX 00PA30BAHUI HE BbIsiB-
JtleHo. 3akiiouenne: JuddysHas maTosiorus
nevenn. 2KupoBoii renaros.

Y3U nouek: mouKr — MUPAMUJIKA JIOIUPY-
IOTCSI Ha BCEM ITPOTSIZKEHNN, 9XOT€HHOCTD MTOBLI-
meHa. KOHKPEMEHTOB He BBISIBJICHO. 3aKTF0Ue-
HEe: auabeTndeckast HeppormaTust.

Pentrenorpamma miefinoro oriesa mo3Bo-
HOuHMKa B 2-x mpoeknusax (0,3 m3s) Ne1207:
KocrtHO-1€CTpYyKTUBHBIE U3MEHEHUS HE OIpe-
JIeJISTIOTCsT.  3aKJIIodeHne: PacinpocTpaHeHHbII
OCTEOXOH/IPO3, CIIOHIMIOAPTPO3, HECTabU/Ib-
noctb B cermenre Cg—Cr.

Pentrenorpamma
BBIX KOCTE IPaBOil CTOIBI B 2-X MPOEKITUIX
(0,1 m3B) Ne1245: Cocrosifime KOCTHO-IECTPYK-
TUBHBIE U3MEHEHUsT He onpeesttorcst. Cocy bl

IJIFTOCHE-ITPE/IITII0OCHE-

CTOIBI OOBI3BECTBJICHBI.

Pentrenorpamma ueperra B jieBoit 60K0BOI
npoekrmn (0,1 m38) Ne1203: Ha kpanmorpam-
Me B OOKOBOII IIPOEKIIUU: OIPEIEISIETCS yMe-
PEHHBIH JIOOHDLIN TUIIEPOCTO3, JIOKAJILHOE YCHU-
JieHue cocyaucroro pucyHka. lIlumrkoBuiHast
Keje3a oObI3BecTBJIeHa. Typerikoe cemjio 1o
dopme u pazMepaM He U3MEHEHO, KOHTYP €ro
YEeTKUI, POBHBIN, CIIMHKA OCTEOIIOPOTUYHA.

Ha ocnoBannm anamne3a, KJIWHHYECKOH
KapTUHBI, JTAHHBIX Ja0OPATOPHBIX U HHCTPY-
MEHTAJIbHBIX METONOB MCCJACNOBAHUSA yCTAHOB-
JjieH jimaruos: «CaxapHblii guabeT 2 THIl, HHCY-
JIMTHOBABUCUMBII, TsIzKesiast popMa, C BbIPaZKeH-
HOIl HHCYJTMHOPE3UCTEHTHOCTBIO (JIUoaTpodu-
qecknit gmaber Jlopenca). I'mmepmyckysisip-
Has Jinoaucrpodusi. Muoroysaopoii 300 I cr.,
3YTUPEO3.
CcKag peTHHonaThsd obomx rias. Imabermde-
CKasl aHT'UOIIATUsl HUXKHUX KOHEYHOCTEN, Heil-
po-uiemMuYdeckas (popma, XPOHUIECKas MHIIIe-
vmust III cr. Cocrosinme 1ocjie aMiLlyTalin

Hempommdeparusnas auaberute-
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[-V manbies mpasoit cromnbl. Jlmabero-rumep-
ToHuveckas sHredasonarus I cr. ¢ JuKBOp-
HOIl JIMCIIUPKYJIATIAel, YMEPEHHBIM BECTHOYJIO-
ATAKTUIECKUM CHHJPOMOM, JIMCMHECTHIECKU-
Mu HapyieHusMmu. Jlnabermdeckast TUCTAb-
Has rosuHeiponaTus. OcTeoxXoH,1po3 MeifHoro
oTJIe/1a MTO3BOHOYHUKA, HECTAOUILHOCTD B Cer-
menTe Cg—C7. Metabonnieckass KapIHMOMIO-
natus. Bropuunas aprepuajibHas THUIIEPTEH-
susi. CH 0-1 cr. Xponuveckast quabeTudecKast
OoJie3Hb TOUEK: juaberndeckasi HedPOIIaThs,
cragus runepdubrparun, XITH 0 cr. Heas-
KOT'OJTbHAs KUPOBasi 6oJie3Hb revueHu. Jlucim-
[TAJIEMUST>.

[TanuenTke pexkoMeHIOBaHA WHCYJIUHOTE-
parus, mpueM OUTyaHUIOB, CTATUHOB, T'eIIaTO-
[IPOTEKTOPOB, MeTabOIMIECKUX W AHTUTHIIED-
TeH3UBHLIX IperapaToB. [lanuenTtke obbsicHe-
Ha HeOOXOJMMOCTH KOHTPOJUPOBATH YPOBHH
IJTFOKO3bI KpoBHU, AJl — eKeJJHEBHO W yPOBHU
sinuoB, HbA . u nporennypun depes 3 Mecsi-
a.

Cuycrst 3 Mecsiiia NaleHTKa sIBUJIACh Ha
KOHTPOJIbHBIH ocMoTp. OHa oTMedasa yJrydime-
HIe CAMOYYBCTBU: €€ 3HAUYUTEJILHO pexke Oec-
[TOKOUJIU T'OJIOBHBIE OOJIH, YyMEHBIUJINCH TYB-
CTBO TH2KECTHU B IIPABOM II0/Ipedepbe, KaXKIa,
6oJin B HOrax u 3a rpyaunoii. [To qannbiM jtrmd-
HOI'O IVIIOKOMETPA IVIMKEMUsI B T€UEHHUE CYTOK:
9,6-14,2 mmonn/a. A/l B mpeesnax IeaeBbIX
3HaYCHUN.

Ob6pamaer Ha cebsi BHUMaHHE CHUXKEHNE
yPOBHeii 0011ero xoJiecreputa 70 6,2 MMOJIb /J1
(N=3,62-6,21 mmoub/a), [-IMnonpoTenjion

o 92 en. (N=35-55 en.); a rakxke TI' g0
3,61 mmouts /1 (N =0,45-1,86 Mmoib /).

YMEHBIIUINCH ~ YPOBHU  TPAaHCAMHHA3:
AcAT cwiB. KpoBu 1,04 MKMOJIB/T-MIT
(N=0,1-0,68); AnAT cbB. KpoBm —

1,82 mxmous /r-mi (N =0,1-0,68).

MoO»XKHO KOHCTATHPOBATH, YTO B PE3YJ/ib-
TaTe JIEUEHUs] Y TAIMEHTKN CHU3WINCH yPOB-
HU aTepPOTeHHBIX (DPAKIUN JIUIUIOB, YPOBHU
TpaHCAMWHA3; OBLIO PEKOMEHIOBAHO IIPOJIOJI-
JKUTD JIEUEHHUE U €XKeTHEBHBII KOHTPOJIb ITOKa-
zareseil raukemun u AJL.

Juddepennuaibias IUarHOCTHKA ITPOBO-
JIUTCS ¢ THIEPMYCKYJISIPHON JIUIIOTUCTPOdUEi,
[IPY KOTOPOi NMPU3HAKHK HAPYIIEHUS >KUPOBO-
o 061\/IeHa n IIopazkKeHue II€eYeHHU MEHee BbI-
pakennl. Jlmaraos jumoarpoduyuecKkoro ima-
Oera Jlopenca ycraHaBJIMBaOT Ha OCHOBAHUN
XapaKTePHOTO BHEITHETO BHUIA OOJIBHBIX (IT0JI-
HOE OTCYTCTBUE TIOJKOKHON YKUPOBOI KJIeTIaT-
KU WJIH ee crernmduaecKoe mepepacipeieieHne
¢ U30BITOYHLIM Pa3BUTHEM B 00JIACTH JINIA
U Ien 1 1CYE3HOBEHUEM Ha TYJIOBUIIE U KOHEYI-
HOCTSIX, THIIEPTPOQUST CKEJIETHBIX MBIIIIIIL, IIPHU-
3HAKM aKpOMeraJjiid, IUIIEPTPUX03) U Kajod
Ha TOJIOBHYIO 60JIb, OO U TSI?KECTh B IIPABOM
noapebepbe, HAPYIIEHUN JIUIUIHOTO U YIJIe-
BOJIHOI'O OOMEHOB.

ﬂequI/Ie CHUMIITOMaTHYI€eCKOe, HallpaBJIeH-
Hoe Ha cHmKeHne VP, KOHIIeHTpaun rirfoKo35b!
B KpoBHU, BesimanHbl AJl, HOpMAJM3AIUIO KU~
poBoro obmena. [larorenermyeckoe jedeHne He
paspaboTaHo.

BBIBO/1bI

Jlutmoarpoduueckuii guabdber Jlopenca pes-
Koe 3abojileBaHMe, paHHWE KINHUIECKUE IPO-
SIBJIEHUST KOTOPOTO TOSIBJISIIOTCST 38JI0JITO IO
juarnoctuposanusg CJ/I. B 1o ke Bpems Ten-
JIGHIIUST CHHPOMA K IIPOI'PECCUPOBAHUIO, BO3-
HUKHOBEHNE Yy Psijia OOJBHBIX TPY/IOCIOCOOHO-
I'0 BO3pACTa TAKUX TSXKEJIbIX OCJIOKHEHUIT, KaK
UPPO3 TeueHn, nHGAPKT MIOKAP/Ia, JTUHAMI-

JecKoe HapyllleHrne MO3IOBOI0 KPOBOOOpAIle-
HUs, BBICOKas 00paIlaeMOCTh OOJIBHBIX C CHH-
JPOMOM T'e€HEePAJTU30BaAHHON JIMIIOTUCTPOMUHT
K THHEKOJIOTaM I10 TIOBOJLY OeCILIONus, 00YCIOB-
JINBAIOT HEOOXOMMOCTh Pa3pabOTKU MOJIX0I0B
K JIeUTEeHNIO0 W MPOodMIaKTUKE TAHHOTO 3a00J1e-
BaHMSI.
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KJIHIYHUA BUNALOK NINOATPO®IYHOIO AIABETY JIOPEHCA

Kpasuyn H. O., YUepusascbka 1. B., 3emaaninuna O. B., Pomanosa I. II.

Y «Inecmumym npobaem endokpunror namonoeii im. B. 5. Hanunescvkoeo HAMH Yxpainus, m. Xapxis
kravchunna@mail. Tu

V crarTi onmcaHuit KIHITHWA BUIAA0K Jinoarpodiunoro giabery Jlopenca y marienrku 1963 p. H.
IIpoBeneno mndepentiitny AiarHOCTUKY 3 TimepMycKyaspHO®O Jinomuctpodiero. [lokazano kpurepil
nmiarsoctukn Jinoarpodivnoro giabery Jlopenca: xapakTepHuil 30BHIIIHIN BHJ XBOPOI, BHPaKeHi
3MIiHU BYTJIEBOJIHOTO Ta JimigHOro oominiB. OIiHeHO JTMHAMIKY CTaHy TAIIEHTKU HA TJIi MTPOBEIEHOT
CUMIITOMATUYIHOI Teparii.

Knroaosi cuosBa: mginoarpodiunnit giaber Jlopenca, rinepmyckymspra Jsinonucrpodis.

KAVUHUYECKWUA CNYYAN NNNOATPOPUNYECKOIO ANABETA JIOPEHCA

Kpasuyn H. A., Uepusasckasa U. B., Semuanunpiaa O. B., Pomaunosa U. IT.

I'Y «HUncmumym npobaem aHI0KpuHHoT namonozuu um. B. 5. Janunesckoeo HAMH Yxpaurois,
2. Xapvkos
kravchunna@mail.ru

B crarbe onmcan kimHuueckuii ciydail jgunoarpodudHeckoro jguadera JlopeHca y marueHTKH
1963 r.p. Ilpoeenena auddepennmanbHasi IUATHOCTHKA C TUIEPMYCKYJISIPHON JIUITOAUCTPOMUEIt.
Ilokazanbl KpuTepun AUATHOCTUKE JmnoaTpodudeckoro nuabera Jlopenca: xapakTepHBI BHEITHHI
BUJ GOJIBLHOI, BBIPDAXKEHHBbIE U3MEHEHUsI YIVIEBOJIHOIO U JIMIHUAHOrO obMeHoB. OlieHeHA IMHAMEIKA
COCTOSTHUSI TIAIIMEHTKN Ha (DOHE TMPOBEJIEHHON CUMIITOMATHIECKON TEPaInu.

KnouaeBble cJuoBa: Jjunoarpodudeckuit nuadber Jlopenca, runepMycKyssipHasi JIHIIO-
nucrpodus.

CLINICAL CASE OF LAWRENCE LIPOATROPHIC DIABETES

N. A. Kravchun, I. V. Chernyavskay, O. V. Zemlianitsyna, I. P. Romanova

SI «V. Danilevsky Institute for Endocrine Pathology Problems of the NAMS of Ukraines, Kharkiv
kravchunna@mail.ru

This article describes a clinical case of Lawrence lipoatrophic diabetes patient who was born in
1963. The differential diagnosis with gipermuskulin lipodystrophy. Diagnostic criteria of Lawrence
lipoatrophic diabetes were shown. They are specific patient’s appearance big changes in carbohydrate
and lipid metabolism. The dynamics of the patient’s status on the background of symptomatic therapy
was evaluated.

Key words: Lawrence lipoatrophic diabetes, gipermuskulin lipodystrophy.
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