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nabetnyeckasi HepornaTuss OTHOCUTCS K MO3IHUM OCJIO0X-
HeHusiM caxapHoro nguabeta (CI), koTopoe pa3BUBaeTcs,
KakK TPaBWIO, Y OOJBHBIX C €T0 [UTMTETHbHBIM TEKOMITEHCH -
poBaHHbIM TeueHueM [ 1]. [lnadbetuueckast HehpornaTus XxapakTepu-
3yeTcst 0co00ii (hopMOit TTopakeHUs KITyOOUKOB — TMa0eTUUECKUM
rJIoMepyJockiepo3oM. Hanbosee yacTo BcTpedyaeTcst €ro y3/IoBast
(nu Homy IsIpHasi) hopMa, KOTopas 10 HeTaBHErO BpeMEHU CUMTa-
sack matorHomMoHnuHo# mist CI. OnHako B mocieaHee BpeMsi HO-
NYJSIPHBINA TJIOMEPYJOCKIEPO3 CTalu BBISIBISATH Y TALIMEHTOB,
He crpagatomux CII. CrnekTp 3a00jeBaHU, TPU KOTOPBIX OIMUCAH
Y3JI0BOI IJIOMEPYJIOCKIEPO3, TOCTATOYHO IHUPOK U, TOMUMO Aua-
OeTHYeCcKOi HedpoIaThu, BKITIOUAET pa3IMIHbIe BAPUAHTHI TIIOMe-
py/noHehpUTOB (Me3aHTUKaTUJUISIPHBIN 1 TUMA,
KPUOTIOOYTMHEMUYECKU, PUOPWIISIPHBIE U UMMYHOTaKTOW/I -
HBI), aMWIONI03, HEAMWIOUIHOE OTJIOKEHHE JIETKUX LIeTIeit nM-
MYHOTJIOOYJIMHOB B IMOYKaX M TaK Ha3bIBa€MbIil MANOIIATUIECKUI
HOIYJISPHBIN TIIOMEPYIOCKIEPO3, aCCOLIMUPOBAHHBIN C ITUTEb-
HBIM CTaxkeM KypeHUs U apTepualbHO#l rurnepreHsuu (2, 3, 4, 5].
Oco0ble TPYTHOCTH B TPAKTOBKE Y3JI0BOTO TJIOMEPY/IOCKIep03a BO3-
HUKAIOT Y 0OJIbHBIX C COYETAHMEM HECKOJBKUX €ro MPUUYMH, YTO Jie-
MOHCTPUPYET NMPUBOAMMOE KJIMHUYECKOE HAOI0eHUE.
IManuenTka 45 net, MeacecTpa, OTHOCUTCS K KATETOPUU «3JI0CT-
HBIX KyPWIBIIUKOB» (MHIEKC KYPEHUS COCTaBIIsIeT 29 mayka/jer).
C nmercTBa Ha KOXe HUXKHUX KOHEYHOCTEH OTIpenesieTcs JIn-
Beno. B akyimepckoM aHaMHe3e — BEIKUIBILI Ha MaJIOM CpOKe Oepe-
MeHHocTH. boiee mecsitm et crpagaeT cuHapoMoM PeitHo.
B 2001 romy mrnarHocTMpoBaHa XpOHMUYECcKast OOCTPYKTUBHAsI 60-
JIe3HB JIETKUX, KOTOPYIO pACLIEHWIN KaK pe3yJbTaT JJIUTETBHOTO Ky~
peHus. B aToT mepuon mpu o6¢ae10BaHUN ITAaTOJIOTUN CO CTOPOHBI
MOYEK HE BBISIBIICHO.
B 2006 romy BIiepBblE OTMEUEHO MOSBIEHNE OTEKOB HOT, JIMIIA.
C Mmapra 2007-ro — yMepeHHast apTepuaibHasi TUIIepTEeH3UsI, TOTaa
K€ BIIepBble OOHAPYKEHbI: MPOTEMHYPUSI Oojiee 4 r/J, MUKporeMa-
TypHsi, yMEPEHHOE MOBBILIICHUE YPOBHSI KpeaTUHUHA (10 1,6 Mr/mw).
Tepanuu He nosiyyana. B urone 2007 roga Bnepsble o0cieioBaHa
B kimHuKke uM. E.M. TapeeBa. BoisiBJIeHbI apTepuaibHasi TMIIEPTeH-
3Us ¢ MaKCUMabHBIM TTogbeMoM Al 1o 180/110 MM pT.CT., yme-
PEHHO BBIPaXXEHHBIN HePOTUYECKUI CUHIAPOM (MPOTEUHYPUS
2,5 t/cyt., anbbymuH 31 1/11), MUHUMAaJIbHAST SPUTPOLIMTYPHUSL. YPO-
BEHb KpeaTMHHA KPOBU OCTaBaJICS HOPMaJIbHBIM, OJHAKO CKOPOCTh
KJTyOOUKOBOI (prtbTpauu cocTaniisiia 49 mi/muH. Torma ke Ha oc-
HOBaHUM BIICPBbIC OOHAPYKECHHOM TMIEPIITMKEMUN (YPOBEHD TITIO-
KO03bI KpoBu 20 MMOJIb/1T) nuarHocTupoBaH CJ12.
XapakTtep nopaxkeHus nouek Obu1 HesiceH. Bo3MoXXHOCTD pa3-
BUTHUS 1Ma0eTUYECKO HehpOoIaTuu MpeacTaBisiach MaJOBEPO-
STHOM BclieacTBue KopoTkoro aHamHe3a CJI. CoueraHue
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OCTPOHE(PUTUYECKOTO U HE(DPOTUUECKOTO CUHIPOMOB ¢ 0OJIbIIIEH
BEPOSITHOCTHIO 0OOCHOBBIBAJIO IMATHO3 XPOHUYECKOTO TJIOMEPYJI0-
HedpuTa, VTS TTOATBEPKICHUST KOTOPOTO IJIAHUPOBAIOCH BHITION -
HeHMe Oumoricuu Touku. OpHako u3-3a aekommeHcamuu CJI
1 pa3BUBILETOCS B KIIMHUKE 000CTPEHMST GPOHXO-JIETOYHOI MH(pEK-
1y Hedpobuoricus O6bl1a oTyokeHa. [1o Tem ke mpuYuHaM pe-
IIEHO OBLIO BO3AEPXKAThCA OT aKTMBHON MMMYHOCYMPECCHBHOM
Tepanuu.

Kpowme Toro, nprHrMasi BO BHUMaHUE OTSTOIICHHbIN aKyllep-
CKHU (BBIKMIBIII HA MAJIOM CPOKe OEpeMEHHOCTH) aHaMHE3, B TOM
YUclie W CEMEMHBbINM (9KJIaMIICUS CO CMEPTEJbHBIM UMCXOAOM
Y CECTPBbI), HACJIEACTBEHHYIO OTSITOIIEHHOCTD 10 COCYAMCTBIM KaTa-
crpoaM (MH(papKTHl MUOKap/a y OTlia B MOJIOZIOM BO3pacTe), Ha-
Jyve TuBeno U cuHapoma PeitHo, ObUT 3amom03peH TepBUIHBIN
a"Tudochomunuanslii cuaapom (APC). BeisgBaeHne TSITUKpAT-
HOTO YBEJWYEHUS YPOBHS aHTUTE] K KapAUOJUIUHY TTO3BOJIO
MOATBEPAUTD 3TO MPEAINOIOKEHNE. AHTUKOATYISTHTHI HE Ha3Hava-
JINCh U3-32 OTCYTCTBHUSI TPOMOO30B U BBISIBICHHOI'O 9PO3UBHOTIO O-
paxkeHMUs KeaynKa.

B TeyeHue nociieayomx HIeCTU MECSILIEB B pe3yJbTaTe JeUeHUs
[JIMKJIa3UA0M IOCTUTHYTO CYLIECTBEHHOE CHUXKEHUE YPOBHSI IJIMKE-
muu. [TpoBoaunack HeponpoTeKTUBHAS Tepanusi KHTMOUTOpaMu
AIT®, 61o0kaTOpaMy KaJbIIMEBBIX KaHAJIOB, MTO3BOJIMBILAS CTA0M-
ym3uposath AJl Ha ypoBHe 140/ 80 MM pT.CT.

K MomeHTy moBTOpHOIi rocnutanu3auuu B suBape 2008 rona
He(POTUUECKUI CUHIPOM PEeTpeccrupoBa, ucuesia MUKporeMary-
pusi, TIIMKO3WJIMPOBAHHBI TeMOIIOOMH OCTaBajIcs B Ipeiesiax
HOpMBI. OIHAKO, HECMOTPSI Ha SIBHOE YJIy4YIIIEHHE COCTOSTHUSI, OT-
MedeHa TeHACHIIMS K HapaCTaHWIO YPOBHS KpeaTuHUHA. [TpuHumast
BO BHMMaHUE COXpaHsIolleecss HapyleHne GyHKIMU ToYeK Mpu
YMEHBIICHUU MPOTEMHYpUU M HopManusanuu AJl y OOJabHOI
¢ ADC, BbICKa3aHO MPEANOIOXKEHNE O PAa3BUTHN TPOMOOTHUIECKOM
MukpoaHruonatuu (TMA) kak nposiBieHus] HeppomnaTuu, acco-
mupoBaHHoi ¢ ADC. C 1pyroii CTOPOHBI, YYUTHIBAsSI BEIPasKEHHbBIE
KoaryJsiliMOHHbIe HapylueHus (MoBblllIeHne ypoBHell [-numepa,
PacTBOPUMBIX KOMILJIEKCOB (pOprHA-MOHOMEDPA) B OTCYTCTBHUE ap-
TepUAIbHBIX U BEHO3HBIX TPOMOO30B, OTSTOILEHHbBII CeMeHbIi
aHaMHe3, 00cyknanach BO3MOXHoOCTb coueTanust ADC ¢ reHeTrye-
ckoit hopmoii TpoMOboduiuu. Ipu MoIeKyIIpHO-TeHETUYECKOM
KUCCJIEIOBAHUM OOHApYKEHbl TETEPO3UTOTHbIE MYyTallUM T[E€HOB
p-uenu ¢pudbpuHoreHa (reHotun GA) u MUHTMOUTOpPA aKTUBATOPA
ma3mMuHoreHa-1 (renotun 4G5G), 4TO MOATBEPIUIIO HAIMUME
MYJIETUTEHHOI TpOMOOMMINK, KOTOpask TAaKKe MOTJIa BHECTU CBOM
BKJIaJ B pa3BuTHe modyeuyHoit TMA. [I1s1 okoHYaTeIbHOM Bepudu-
Kalluy Auar{o3a MalMeHTKe ObLa BBIITOJHEHA OMOIICHUS TOYKHU

(puc. 1).
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Puc. 1. Mopdonoruueckoe uccnegosanme 6uontara noukm 6onbHoi T.
(ceToBas Mmkpockonus)
Y3nosoi xapakTep rnomepynocknepo3sa (ykasaH cTpenkoin)

B GuontaTe moyku MpU CBETOBON MMKPOCKOMMUU BBISIBJIECHBI
TIPU3HAKHU, XapaKTepHbIE VTSI Ta0eTHIeCKOTo ITIOMepYJIOCKIepo3a.
Bce mectb-ceMb KITyDOUYKOB B COCTOSTHUY YaCTUYHOTO WU TOTAJTb-
HOTO TJIOMepyJocKiepo3a. B kiyboukax oTMedaeTcst yToJIIeHe
BMK, pacmmpenne me3anrus ¢ GOpMUPOBaHUEM JOJIEK, CKIePO3
COCYIUCTBIX TIeTeNIb C 00pa30BaHUEM JOJIEK I MHOXKXECTBEHHBIX CH-
HEeXUIi CO CKJIEPO3UPOBAHHBIM HAPYKHBIM JTUCTKOM Karcysbl. -
TeJUI U3BUTHIX KAHAJBLEB — B COCTOSIHUU O€KOBOI aucTpodun
U atpoduu, MPOCBET PaCUIMPEH, COAEPKUT OETKOBbIE LIMINHAPHI.
Junddy3Hblii CKIEPO3 CTPOMBI — C 04aroBbIMU JIMMQPOUIHBIMU NH-
¢dusbTpatamMu. ApTepruoCKIIepOo3.

[Ipu 371eKTPOHHOI MUKPOCKOITUY, TIOATBEPAVBIIEH HATUINE
nuadbeTuyeckoil HedponaTuu, Kpome TOro, ObUIM OOHAPYXKEHbI
TPOMOBI B TIPOCBETE KAMWIISIPOB KITyOOUKa, YTO TTO3BOJIMIIO TAAT-
HoctupoBath TMA (puc. 2).

PesynbraTsl OMOTICHY TTOYKY A OCHOBaHUE MCKIIOYUTD U~
arHo3 TMpencTaByIsIBILIErocsl Hauboiee BEPOSITHBIM XPOHUUYECKOTO
raomepynoHedpuTa u n36exatb Ha3HaYeHUsT TPEJHNU30I0HA U LU~
TOCTAaTUKOB, IMJIAHUPOBABILIETOCSI HA HAYaJIbHOM 3Tare obcienoBa-
Husl. [lponmomkeHa caxapoCHMXKaollasi U aHTUTMIEPTEH3UBHAs
Tepanus. beuto HavyaTo JieyeHne KJIEKCaHOM, Yepe3 MoJATopa MecsIla
Teparuy OTMedeHa HOpMaTN3alusl yPOBHS KpeaTHHUHA CHIBOPOTKY
U yMEHBIIeHUe POTenHypuy. B nanbHelieM ObUIi TIPOBEICHBI IBA
Kypca cynonekcuna. Jlo HacTosiero BpeMeHu (hyHKIIHsI TTIOYeK cTa-
OwiIbHA, KpeaTUHUH KPoBU He mpeBbiinaer 100 MKMOIb/7, TIpoTe-
uHypus menee 0,3 r/c.

O6c¢cyxaeHue

Takum obpaszom, ropaxeHue mouyek y 6oapHoit CJ1 u mepBuy-
HbIM ADC ¢ BBISIBJICHHBIM ITOJUMOP()U3MOM IreHOB psiaa (pakTopoB
CBEPTHIBAHUSI KPOBU (TETEPO3UTOTHOE HOCUTENBCTBO ajuienst G
B-uenu ¢pubpuHorena u amnens 4G PAI-1) 6bu10 ipencrasieHo co-
yeTaHUeM nrabetnyeckoii Hedponatuu 1 TMA. MoxHO nipeanoso-
>KUTb, YTO PELIUAMBBI BHYTPUKITYOOUKOBOTO TpOM0O03a, XapaKTepHbIe
st ADC-acconmupoBanHoii Hedporatun (APCH), Moru ycko-
PWTh pa3BUTHE IMA0ETUIECKOTO [TIOMEPYJIOCKIEPO3a y MALIUEHTKU C
kopoTkuM aHamHe3oM CJI. BaxkHas posib TpoM003a KarmmuisipoB
KIIyOOYKOB B MHIYKIIMY TIIOMEPYTOCKIIEP03a P Pa3IMIHBIX TPOM-
0OTUYECKNX MUKPOAHTUOIIATHUSIX, B TOM UUCIIE Y OOJTBHBIX TIEPBUY-
HbeiM ADC u BToprunoit AOCH mipu BomuaHouHOM Hedpute, ObiTa
MPOAEMOHCTPUPOBaHA MHOTUMU HccaenoBaTeasamu [6, 7, 8]. Tou-
HBII1 MexaHU3M TpodudporeHHOro Bo3aeiicTBus TMA He ycTaHOB-
JIEH, OJTHAKO MOXHO TMPEATOI0XUTb, YTO OH 00YCJIOBJIEH UILIEMUei
TOYEK BCIIEACTBUE PACTIPOCTPAHEHHOTO MUKPOTPOMO0OOpA30BaHMSI,

Puc. 2. Mopdonoruueckoe uccnegosanme buontara noukm 6onbHoi T.
(3nekTpoHHas MMKpockonms)
Mpocset kanunnspa nonHoctbio 06TypHUpoBaH TpoMBoMm (ykasaH crpenkoi)

YTO YCKOPSIET pa3BUTHE CKIEPOTUYECKUX MPOIIECCOB B KITyOOUKaXx,
BHETJIOMEPYJISIPHBIX COCY/IaX U MHTEPCTUIINU.

HMMeronnytocss y TIpeACcTaBICHHONW OOJBHOM MYJIBTUTCHHYIO
TPOMOODUINIO, ITO-BUAUMOMY, CIEAYeT CUUTATh (DAKTOPOM, CIIO-
COOCTBYIOIIMM PELIMINBUPOBAHMIO TPOMOO30B B MUKPOLIUPKYJIsI-
TOPHOM pyclie IOYeK, YTO B CBOIO OuYepelb MOXET IPUBECTHU
K IIPOrPeCcCHPOBAHMUIO AUAOETUYECKOrO IJIOMEPYI0CKIepo3a,
KaK 3TO ObLIO YCTaHOBJIECHO y 00JIbHBIX IgA-HedponaTueii, MeM-
OpaHO3HbIM He(PUTOM, BOTYAHOUHBIM HedputoM [9, 10, 11].

Hpyrum akTopoM, BHECIIMM BKJIall B YCKOPEHHOE pa3BUTHE
TJIOMEPYJI0CKIIepo3a, To-BUINMOMY, SIBJISIETCS 37IOCTHOE KypeHue,
KOTOPOE CETOIHST pacCCMaTPUBAIOT KaK CAMOCTOSITEIbHBIN (hakTop
pUCKa ITOYEYHOM HETOCTATOUHOCTH IIPU AMabeTHUECKO Hedpora-
an y 6onabHbIx CA1 m CI2 [4, 12]. Kpome TOTO, OKa3anoch,
YTO ¢ KypeHHEM aCCOLMUPOBAHO Pa3BUTUE HOMYJISIPHOIO IJIOMEPY-
Jlockiepo3sa y auil, He ctpanatoimx CII |3, 4]. BosnelicTBue Kype-
HMS Ha TIOYKM OTJIMYAETCsI MHOTOOOpa3ueM 1 HalpaBlIeHO Ha BCe
CTPYKTYPBI TIOYSYHOM MapeHXUMBbI, BKITIOUast KITyOOUKM, KaHAJIBLIBI,
MHTEPCTUIIUI U cocyabl. JTuTebHOe KypeHre MHIYLUPYET pa3BU-
THe HedpOoCcKiIepos3a Jaxe y JIMI, He CTPaIalonIuX apTepralbHOMN
runiepronueit u CJ1, 1, Kak oka3ajaoch, MOXET CTaTh eIMHCTBEHHOM
MPUYMHON HapylIeHUs! (PYHKIIMY MOYEK B OTCYTCTBUE OPYTHX IO~
4yeuHbIX OosesHeit [4, 13].

OCHOBHO#1 MUILIEHbIO TOKCUYECKUX KOMIIOHEHTOB Ta0A4YHOTO
IbIMa, TI0-BUAMMOMY, SIBJISTIOTCSI SHAOTEIUAIbHBIE KJICTKH KA~
JIIPOB KJIYOOYKOB M BHYTPUIIOUEYHBIX COCYIOB 00Jice KPYITHOIO Ka-
ubpa (MEXIOJbKOBBIX apTepuil M apTepHoJ), TOBpPEXICHUE
KOTOPBIX Y KYPUJIBIIMKOB YCTAHOBJIEHO B Psifie MCCAEIOBAHUIA
[4, 12, 14]. B KOoHeYHOM UTOTe KYpeHUe BhI3bIBAET MpoIrdepalnio
SHIOTEIMAIbHBIX U ME€3aHTUATbHBIX KIETOK KI1yOOUKOB, MUOMHTH -
MaJIbHYIO Mpordepalnio ¥ TUIePIUIa3uio CTEHOK apTepuii, Ha-

KypeHune
CaxapHbin
nmaber
ADC / HopynspHbin
HacnepcrenHas rnomepynycknepos

TpomBodnnbus

Puc. 3. PakTopsl paseuTHs HOAYNSPHOro rnomepynockneposa y 6onbHoid T.
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KOTUIEeHHE IKCTpalle UTIONIpHOTO MaTpukca. Kpome Toro, KypeHue
WHIYLMPYET MOBBIIICHHYO arperaiuio TPOMOOIIMTOB, YTO B COYe-
TaHUU C TIOBPEKIECHUEM SHIOTENINATBHBIX KJIETOK MOXKET BbI3BaTh
AKTUBAIMIO0 BHYTPUKIYOOUKOBOTO CBEPTHIBAHUSI KPOBU C Pa3BHU-
THEM MUKPOTPOMOOOOPa30BaHMUS.

TakuMm 06pa3oM, U3MEHEHHUsI B TKAHU MTOYeK, OOHAPYXKMUBaeMble
y 37I0CTHBIX KYPWIBLIUKOB, K KOTOPBIM MPUHAMIEXKUT U MPEACTaB-
JIeHHas1 60JIbHasI, HecTIeLIM(GUYHBI U MOTYT HATIOMUHAThH TUCTOJIO-
rMJecKre TIpU3HAKW JAPYIMX HedpomaTuii, TaK WIM HWHade
CBSI3aHHBIX C TIOBPEXICHUEM IHIOTEUSI, B TOM UKCie AuadeTye-

CKOTO INIOMEPYJIOCKIIep03a M TPOMOOTUYECKOM MUKPOAHTMOTIATU .
PazButne y HaGtoqaeMoii alMeHTKY HOMY/ISIPHOTO U TII00AJIbHOTO
[JIOMEPYJIOCKIIepo3a, TyOYJIOMHTePCTUIIMATBHOTO (hrOpo3a 1 apTe-
PpHOCKIIepO3a MPU OTHOCUTEIBLHO KOPOTKOM (OKOJIO TIOJIyTOpa JIET)
aHaMHe3e HedponaTuu, MO-BUAMMOMY, MOXKHO OOBSICHUTh COYEeTa-
HUEM HECKOJbKUX (haKTOPOB, NEUCTBYIOIIMX OJHOHAIPABIECHO
(CI1, mpoTpoMOOTHYECKOE COCTOSTHUE BCJICACTBUE COYETAHUSI MIPU-
0OpeTeHHOW M HACJIEACTBEHHOW TPOMOOMWINY, 3JI0OCTHOE Kype-
HUe), IPUYEeM BBIIETUThH OCHOBHOUW M3 HUX B JAHHOUW CUTyalluu
KpaliHe 3aTpyAHUTENbHO (puc. 3).
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