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PE3IOME
B cTaTbe NpefcTaBieH KIMHUYECKMI Clydyail pa3BUTUA reMopparmyeckoro CMHApoMa C NoBbILEHEM MPO-
HMLLAeMOCTU COCYAOB MPENMYLLECTBEHHO >KeJTYOYHO-KMLLEYHOTO TpaKTa y 60/IbHOrO C Npr3Hakamuy Anc-
nnasnmn CoOefMHUTENIbHOWN TKaHW, TMMOMarHUeMmen N NaToNorMYecKnM BieYeHeM K ankorosio.

SUMMARY
The clinical case of hemorrhagic syndrome associated with alterations of gastrointestinal tract small vessels
in the patient with connective tissue dysplasia, magnesium deficiency and with pathological addiction to

alcohol is represented in this article.

Hucnnasusa coequaurensuon Tkauu (JJCT), B ocHOBe
KOTOPOJ Yallje BCEro JeXXUT HaCleACTBEeHHBbIN dak-
TOp, B Pa3/IM4HOl CTENeHU BbIPAXKEHHOCTU BCTpe-
yaeTcs y KaXfAoro 7-ro demoseka (axajy. PAMH
A. V1. MaptsbiHoB). [Ipn aToM deHOTHIIIYECKUE TIPU-
3Haku JJCT MOryT OTCyTCTBOBAaTb IpU POKAEHNUN
VI MMEeTh He3HAYMTENbHYIO BBIPa>K€HHOCTD 1 NPO-
SIBNIATBCA B TedeHMe XXu3Hu. C rofaMm KoImu4ecTBo Npu-
3HakoB JJCT 1 uX BBIpa)KeHHOCTb MOTYT HapacTarhb [3].

Knunuxo-mopdonornyeckue nposasnenus JCT:
CKeJIeTHbIE M3MEHEHN 1: aCTEHNYECKOE TEMOC/IOKEHME,
TOMMXOCTEHOMeNN A (HeIPONOPLMOHA/IBHO J/IMHHBIE
KOHEYHOCTY), apaXHONAKTIINA (I/IMHHbIE TOHKIE
Iablbl), fedopManyy rpygHON KIeTKu (CKOIMO-
3bl, K1(pO3BI U JIOPAIO3bI IIO3BOHOYHMKA, CMHAPOM
«IIPAMOYI CIMHBI»), TNIOCKOCTONIE. DT M3MEHEeHVIS
CBSI3aHBI C 3aJIePXKKOIl cO3peBaHUA aNUpU3apHOI
30HBI POCTA, YTO IPOAB/IAECTCA YATMHEHUEM TpyOUa-
TBIX KOCTel1. B ocHOBe medopManyii rpyLHOI KIeTKn
JIKAT HETIOJTHOLIEHHOCTD peOepHBIX XPAILelt;
M3MEHEHNA KOXKI: TUIIEP3TaCTUIHOCTb, CKTIOHHOCTh
K TpaBMaTM3alyM 1 06pa3oBaHMIO IIPAMOB B BUJIE
«IMAIIMPOCHON OyMaru» UM KeTOUSHBIX PyOLIOB;
U3MEHEHMA MBIIIEYHOM CHUCTEMBI: yMEHbIIe-
HMe MBIIIEYHON MacChl, B TOM 4MC/Ie MMOKap/a

¥ [71a30/IBUTATE/IBHBIX MBIIIIL], YTO IIPUBOSYT K CHI-
JKEHNIO COKPATUTENBHOI CIIOCOOHOCTY CEPAETHON
MBIILIIBI Y MYOTINY;

[IATO/IOTVSI CYCTABOB: Ype3MepHasi MOfBIKHOCTD
(rMepMOOMIPHOCTD), CKIOHHOCTb K BBIBMXaM
U IOABBIBUXAM, 00yC/IOBNIEeHHAs CTabOCTBIO CBSI-
304YHOTO AMIIapaTa;

[IaTOJIOTYsI OPTaHOB 3PEHMsI: MUOTIVST, AUCTIOKALI VST
XPYCTaINKa, yBeNMIeHye AIMHbI [IAa3HOTO S0/I0Ka,
VIUIOILI|eHVIe POTOBUIIBI, CUHAPOM IOTYOBIX CKIIED;

[Opa>keHMe CepPHeIHO-COCYACTON CUCTEMBL: A1-
naranus GuOPO3HBIX KOJIeL], IPOJIAIICH K/TAIIaHOB,
aQHOMaJIbHbIe XOD/bI, PacIIMpeHe BOCXOMSIIEro
OTHe/Ia aOpPTHI U JIETOYHOI apTEPUM C MOCIEAYIO-
M GOpPMIPOBAHIEM MELIOTYATON aHEBPU3MBL.
Jedopmauny rpysHOI KIETKM U MO3BOHOYHIKA
IPUBOAST K PA3BUTUIO PA3TNIHBIX TUIIOB TOpPa-
KOfimapparMaabHOTO CEePALIA;

HOpakeHVe COCY/OB: AHEBPU3MATHIECKOe PACIIN-
peHIe apTepuil CPefHErO U MEIKOro Kanubpa, Ba-
PVKO3HOE paclIMpeHIie BeH HIDKHIX KOHEIHOCTETT;
OpOHXOJIETOYHbIE IIOPASKEHM S KACAIOTCS KaK OpPOH-
XMaJIbHOTO JepeBa, TaK U ajbBeos. Yaire Bcero
AVMArHOCTUPYIOTCSA OPOHXO9KTa3bl, Oy/IIe3Has 9M-
¢usemMa 1 CIIOHTAHHBII THEBMOTOPAKC;



® I1aTONOrMA HOYeK: He(POIITO3 1 PEHOBACKY/IPHBIE

U3MEHEHN .

Cpenu HacnenCTBEHHBIX 00/Ie3HeNl COeTMHUTEND-
HOVI TKQHM BBIIE/IAIOT CUHAPOMHBIE M HeCMHAPOMHBIE
¢dbopMBbL.

JOCTaTOYHO M3yYEeHHBIMU ¥ M3BECTHBIMM SIBJIA-
I0TCSI CUHIPOMHbIe GOPMBI AUCTIIA3UM — CUHPOM
Mapdana, curgpom dnepca — [JaHito, HeCOBepIIIEHHbI
ocreoreHes, cuHpoM CTUKIepa 1 ip., 00yCIOB/IeHHbIE
BPOX/ICHHBIMM CTPYKTYPHBIMI ¥ MeTa0O/IMYeCKIMMU
nedekraMy KoytareHa [4].

Cunpgpom Mapdana — Hanboree pacipocTpaHeH-
HOe HacjlelCTBeHHOe 3a00/eBaHMe COeNVHUTEIbHO
TKaH. OHO HaC/IeyeTCs 10 Ay TOCOMHO-JOMITHAHTHOMY
TUIIY 1 00YCIOBJIEHO MyTallyell B TeHe, OTBETCTBEHHOM
3a cuHTe3 Oe/IKa CoeVHUTeIbHOTKaHHBIX BOTIOKOH (-
6punnyHa T 1 ¢ ToKanusanuer B xpomocome 15g21.1
[10]. Curgpom Mapdana BcTpedaeTcsa B IOIYIALN
cyacroroi 1 : 50 000-1 : 100 000. deHoTUNIMUECKNE
npusHaky cuHapoma Mapdana HposBIsIOTCA U3Me-
HEHUAMU CKeJleTa: BBICOKVMIM POCTOM C OTHOCUTENIBHO
KOPOTKUM TYJIOBMINIEM, apaXHOJaKTIUINell, pasoo-
TaHHHOCTBIO CYCTaBOB, YaCTO CKOIMO30M, K1(O30M,
medopManmMAMM IPYRHON KIETKU, apKOOOpasHBIM
HeboM. XapaKTepHbI TaK)Ke IOpakeHust 171a3 (BBIBUX
XpycTanuka, Muonus, chpepodakus, reTepoXpoMms
PagyHOI 060/I0YKH, OTCIONKA CEeTYaTKM), aHOMAJINN
CeprieYHO-COCYAMUCTON CUCTeMBI (a0pTalbHAS U MU-
TpanbHasA perypruTanins, aHeBpPU3Ma ¥ paccIoeHue
QOPTBHI, IPOJIANIC MUTPAIIBHOTO KJIallaHA, AVIaTallyis
BOCXOJISIIIIEN aOPTBI).

Cunpgpom Inepca — JlaHmo — reTeporeHHas rpyImna
HaCJ/Ie[ICTBEHHBIX 3a00/IeBAHMIT COEMHUTENbHOM TKAaH,
XapaKTepU3YIONasacs IUIepMOOMIBHOCTBIO CYCTaBOB,
Ype3MepHOI paCTKMMOCTBIO KOXXI 1 JIETKOV paHUMO-
CTBI0 TKaHell. OnMcaHMs JAHHOTO CMHJ[pOMa B OTeye-
CTBEHHOII TNTepaType HEeMHOTOUNC/ICHHDI, ICTVHHAS
PacIpOCTpaHEHHOCTDb HEM3BECTHA, XOTA JeTalbHOE
KJIVTHMYECKOe ONMCAaHMe CMHAPOMA chenaHo B 1891 r.
pycckum yuensM A. H. YepHory6osbeiM. ITo faHHBIM
3apyOe>KHBIX aBTOPOB, BCTpedaeTcs ¢ 9acToToit 1: 50000,
OJVHAKOBO YaCTO y MY)XUMH U KEHIIVH, He3aBUCHMO
OT pacsl ¥ 9THMYECKOIT puHaaIexxHocTu. [Ipu kmaccu-
YeCKOM THIIe CMHIpoMa Drnepca — [laHimo onpepensaeTcs
aHOMasusA KojUlareHa tumna V (MyTaLuy TeHOB Liellel
rpo al (V) wau upo a? (V), cueniexne ¢ Mapkepamu
renoB COL5A1 man COL5A2 [11].

Hapsany ¢ cungpomusiMu popmamu 3a60/1eBaHUI
COeIMHUTETBbHON TKaHM, MMM XapaKTepHBbIe
dbeHOTUIITYECKNE TPU3HAKY, BBI3BAHHbBIE IEPBUYHBIMU
TeHHBIMU HapyueHyaAMH, cymectsyor JCT B Bupe
cTepThiX, HepuddepeHrpoBanHbix Gopm. B oTeue-
CTBEHHOIJI JTUTepaType TEPMUH «IUCIIA3UA COeNN-
HUTETbHOI TKaHM» ObU1 mpepoxeH [I. H. boukosoir
(1983), I. M. Cropo>kakoBbiM 1 coaBT. (1983). [lo cux
[IOp MHOTYe CTOPOHBI TaHHON MPOOIEMbI OCTAIOTCS
Majiou3y4eHHbIMN. HeT eMHOrO MHEHMA O K/IAcCh-
¢dukanuy u HasBauyuy Hetndepernnupopanubix JICT,
OTCYTCTBYIOT IOCTOBEPHBIE AMAaTHOCTNYECKIE KPU-
TepUN, ONpeAeAIoN[/ie CTEIIeHb VX BbIPaKeHHOCTM.

ITosToMy aBTOpHI, 3aHMMAIOIMECA 3TOM IPO-
671eMoi1, I0-pa3HOMY 0003HAYaIOT JaHHbIE CO-
crosHud. Glesby u coasr. (1989) mpennmaraioT
ab6peBnatypy MASS-denorun (aurm. — «mMu-
TPaJIbHBII K/TAMIaH», «a0PTa», «CKETET», «KKOXKa»)
IJISI XapaKTEPUCTUKYU HO30/IOTM4eCcKNX popm
6o7e3Hell, BpeMEHHO He MEIOI X MeCTa B K/1ac-
cudukanuyu HacneCTBEHHBIX 3a00IeBaHMIT
COeIMHUTENbHOM TKaHU.

K npuunaam JICT oTHOCAT:
® aHOMAaJbHBIII TEMII CMHTe3a WU COOpKMU

KOJI/IaTeHa U 97acTUHA;
® cuHTe3 «7edeKTHOro» KoJIareHa u s1acTu-

Ha;
® Ype3MEepHYIO Aerpajjalliio KOIareHa 1 a7a-

CTUHA;
® HapyIeHNMA CTPYKTYpPbl KOJ/TareHOBBIX

VI 97TaCTMHOBBIX BOJIOKOH BCJIEICTBIE He-

DOCTAaTOYHOM ITONIEPEYHOI CHIVBKIL;
® paspylleHNe TKaHU IIOCPeACTBOM ayTOUM-

MYHHBIX peakumit [2].

B popmupoBanuu 1 HopMaabHOM PyHKLIMO-
HMPOBAHUM COCAVHUTETBHON TKAaHM XOPOIIO
U3BeCTHa poyb MarHud. Hanbonee o6muii ad-
¢dexT BospmericTBusg Mg* Ha MI00yI0 TKaHb 3a-
KJII0YaeTCsA B TOM, YTO MOHBI Mg** He06X0nMMBbI
IJ1A CTaOMIU3aLVY CTPYKTYPBI TPAaHCIIOPTHOM
PHK. Tak, feduunut Marayus OpMBOJUT K yBe-
JIVYEHMIO YMCTIA AVUCPYHKIMOHATBHBIX MOIEKYT
TPHK, cHm>Xas 1 3aMef1isisi CKOpOCTb 6€TKOBOTO
cunre3a. COOTBETCTBEHHO HepUIIUT MarHus
B COEMHUTENBbHON TKaHU IIPUBOAUT K 3aMe]-
JIEHNIO CYHTe3a BCeX CTPYKTYPHBIX MOJIEKYIL,
BKJTIOYAs IPOTEOIIMKAHBI, TTTIOKO3aMIHOTIN-
KaHBI, KOJJIATeHBI ¥ 37IACTUH, ¥ TOPMOXXEHIIO
IIPOIECCOB BOCCTAHOBJIEHN A, YTO IIPUBOIUT
K YXYJIIEHNIO MeXaHNIeCKMX XapaKTepUCTHUK
TKaHIU.

Maruuit InpoKo IpeACcTaBlIeH B TeHOMe YeloBe-
Ka. B aHHOTHPOBaHHOII TOC/TefOBATEILHOCTY TeHOMA
JelloBeKa CyIlecTByeT He MeHee 290 reHOB 1 6enKo-
BBIX IIPOJYKTOB, CBA3BIBalOIUX Mg?* Kak KodakTop
[2]. Cerogns nsBectHO 60mee 600 MarHMiT3aBUCUMBIX
6enKoB.

ITpumepHo 10% Bcero MarHusA B OpTaHU3ME Y€JIO-
BeKa HaXOJUTCS BHE KJIeTOK, @ 90% MarHIEBBIX IOHOB
KOHIIEHTPUPYeTCA BHYTPHU KIeTOK B popme Mg?-ATO-
assl (30% — B MuTOXOHAPUAX, 50% — B IjUTO307TE
n10% — B fmpe). B xocTHOV TKaHU, eHTVHE ¥ dMaju
3y00B KOHLeHTpupyetTcs 53% marHus. Okono 20%
MaKposjeMeHTa HaXOAUTCSA B TKaHAX C BBICOKON Me-
TabOMMIeCKOIt aKTUBHOCTDBIO (MO3T, Cepyilie, MbIIIIIbI,
HaZITIOYeYHNKH, TIOYKH, IEYEeHB).

HopMmanpHble mOoKasaTeny MarHuUsA CBIBOPOTKU
KpPOBU He MCKJTIOYAIOT 06111ero feduiinta Maraus, Tak
Kak 1pu ero ebuijute OH MOXKET BHICBOOOXKAATHCS
73 KOCTell, IpefoTBpalias CHIM>KeHUEe eT0 CBIBOPO-
TOYHOI KOHIeHTpanuu. IToaToMy KIMHM4YecKas LeH-
HOCTD OIpefie/ieHN sl KOHI[eHTpaIuyl MarHuA B CBIBO-
POTKe KPOBU OTpaHM4YeHa U MeeT 3HAYMMOCTD JINIIb
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MIpY HAIWMYUU TUIIOMarHueMun. [{yis BBIABICHNA Je-
¢unyuTa MarHyA MCHOMb3YIOT €r0 ONpefie/ieHle B pas-
AUYHBIX OMONOTMYECKUX CpefjaXx opraHnusma. B Hop-
Me KOHIIeHTpAlusi MarHus COCTaB/seT (B MMOJIb/):
B Iy1a3me Kposu — 0,65 - 1,2, spurpouurax — 1,65 - 2,65,
Mmoue — 2,27 - 5,8, cmrone — 0,08 - 0,53, KoHmeHcaTe BhI-
IbIxaeMoro Bosnyxa — 0,0094. YMepeHHOI HEOCTaTOY-
HOCTYI MarHysi B OpraHM3Me COOTBETCTBYET €T0 YPOBEHb
B cbIBOpOTKe KpoBM 0,5-0,7 MMO/b/JI, BBIpaKEHHOM
(yrposxaromteii xusHu) — Huxe 0,5 MMonb/ it [7].

Ienpio aHHOI CTaTBU ABIAETCA NpefCTaBICHNE
B kimHNYeckoM acnekte JJCT ¢ rumomarauemmeit
B paMKaX BO3MOYXHOJI ee IIPUIacTHOCTU K POpMUPO-
BAaHMIO aHTVMOAVCIIIA3NI VI TeMOPPATNil >KelyJOIHO-
KUIIEYHOTO TPaKTa C Pa3BUTHEM IeMOpPpParmIeckoro
CUHJPOMa ¥ aHEMMIH TSAXKE/ION CTeIeHN.

Bonbnoit K., 35 ner (n/6 Ne5947), mocrynun
B HHUMWT 6 aBrycra 2009 ropa. Ilpn mocTyniennn
IpefbABIAT XKaJI00bl Ha cepplieOyeHe U OfbIIIKY
IIpU YMepeHHOII pU3NYecKoll Harpyske (IO beM Ha IIep-
BBIil 9TaX), YMEPEHHO BBIPa>KeHHYI0 OOIIYI0 CTaboCTh.

V3 anamHe3a 3a60/1eBaHA U3BECTHO, UTO C SIHBAPS
2009 roga mocie 10-4HEBHOTO HEIIPEPBIBHOTO YIIOTPeE-
6menmns ankorons (B konmuvectse 500 M/I BOOKY B [IEHbD)
BIIepBBIe CTAJI OTMeYaTh OOIIYI0 c1aboCTh, COIPOBO-
KIaBIIyIoCA cepplieOyeHneM, 0COOeHHO Ipu pusu-
geckux Harpyskax. C mas 2009 roma 607mbHON CTaT
OTMeyvarh MOABJIeHNe TOTYO(OPMICHHOTO CTYIa, Yep-
Horo 1BeTa. HecMoTps Ha coxpaHsiomiecs cmabocthb
u ceppuebueHne, K BpadaM He oOpairascs, He 00cie-
ToBaJcA U He yedmica. B aBrycre 2009 roga mo co6-
CTBEHHOMY >KeJlaHMIo 6bU1 rocniuTanusuposad B HHIJ
HapKOJIOT VM 10 IOBOJY 3aBUCHMOCTH OT a/IKOTOJISL, TTIe
npu o6ce[oBaHNY BliepBble OblTa BbIsB/IEHAa aHEMUS
(remorno6mH 48 1/, sputpouuts! 2,9 x 10/mm?). C o-
TO3peHNEeM Ha JKelTy/IoOYHO-KNIIeYHOe KPOBOTEeUeHe
6onbHoOIT 6611 iepeBenen B LTHMMT st ganpHeitiero
06cenoBaHNA U JIeYeHA.

CrefyeT OTMETHTD, YTO €XETOJHO IpU 00yd4eHnN
B By3e (c 18 1o 23 yet) 60/IbHOI NPOXOAUI AMCIAHCe-
pM3aiuio: MaToMIOTUM CO CTOPOHBI OPTaHOB M CUCTEM
BBISIB/IEHO He ObUIO. B I0HOCTM aKTMBHO 3aHMMAICs
OOKCOM, B CBSI3U C YeM ITepeHeC HECKOMBKO CIIOPTUBHBIX
TPaBM: TPEIIVHY IIePBOTO IaJIbIja IEBOM KUCTH, COTPS-
CeHIe TOJIOBHOI'O MO3I'a C KPaTKOBPEMEHHOM II0Tepeit
CO3HAHIA, Pa3pbIB CBA3KM JIEBOTO KOJICHHOTO CYCTaBa;
IIpM yHapax B MO Y OOTBHOTO BO3HMKA/IV HOCOBBIE
KpOBOTe4YeHN s, IPOJO/DKaBIIecs He 6oee 3 MUHYT,
C CAMOTIPOV3BOJIBHON OCTaHOBKOIL.

C 17 net 60/MBHOI CTal YHOTPeONIATH aTKOTOIb
B BbIxogHbIe fHY (110 250 Mt Bogikn). K 25 rogam cdop-
MMPOBANINUCh 2 — 3-THEBHbIE 3aII0M, CPEJHECYTOYHA S
TONEPAHTHOCTD cocTabAna 500 M1 BOIKM.

ITpy mocTynieHny COCTOAHME CPefiHell TAKeCTH,
006yCI0BIIeHHOE aHeMIell, CO3HaHIe ICHOe, ITOTI0XKeHUe
60/1bHOTO aKTMBHOEe. KOHCTUTYLIMS HOPMOCTeHUYe-
ckoro tumna. Poct 174 cm. Bec 77 xr. Ko>kHble TOKPOBBI
O7emHble, S7TaCTUIHBIE, 0OBIYHOI BTa>KHOCTH, YMCTHIE.
Bupumble cnusncToie 0607109KHM, KOHBIOHKTVBBI BEPX-
HETO I HIKHETO Bek O1efiHble. [I0IKOXXHBII )KIPOBOIi

C/I0Vi HOpMa/bHOM cTeneHn pasBuTuA. OTEKOB HeT.
MplnreyHas cucTeMa HOpMa/IbHOJ CTEIIeHN PasBUTHUA.
I'pynHas K1eTka HOpMOCTEeHIYeCKOlt GOpMBIL, TPy ITajIb-
manuu 6e3bonesnenHasi, snactuuHasg. Obpaiano
BHUMaHJe Hanmn4ue rpygHoro kudosa. Ilpu cpaBHU-
Te/IbHON MepPKYCCUM ACHBIN NIeTOYHbIN 3BYK. IIpu To-
norpaguyeckoit IepKyccuy rpaHUIIbI X IOfBUXHOCTD
HIDKHETro Kpas JIeTKUX B Ipefenax HopMblL Ilpu ay-
CKY/IbTAaLIMM TBIXaHIE Be3UKY/IPHOE, XpUIIOB HeT. ]I
16 B MuHYyTY. [Ipy manpnanyum BepXyIIedHbI TOMTIOK
B 5 Mexxpebepbe Ha 1 cM KHYTpPU OT JIEBOJI CPeMHHO-
K/TIOYMYHON NuMHUU. IIpy mepkyccum rpaHMIBI OT-
HOCHUTE/IBHOI TYHOCTH CepAlla B Ipefe/laX HOPMBL.
IIpn ayckynbTanum TOHBI cepalia sACHbBIE, KOPOTKUI
cucronndecknii mym Ha Bepxyuike. YCC — 92 B Mmu-
HYTY, TyIbC pUTMWIHBIAL. Al — 90/60 MM pT. CT. SI3BIK
YMCTHIN, BIAKHBIN. [Ipy manbpmanuy >xMBOT MATKUIA,
6e300/1e3HEHHBIIT BO BCEX OT/eNaxX. 'paHMIbI IedeHn
o Kypnosy 9-8-7cwm. Ilpu manpnanum xpai mede-
HU MATKUI, OCTpPHIiL, 6e360me3HeHHbI. Cene3eHKa
He najppnypyercs. CUMITOM ITOKOMAYMBaHUSA B MOSIC-
HVYHOJI 0071aCTM OTPULATENbHBII € 00euX cTOpoH. CTy
0 OpMJICHHBI, PEryIAPHBI, 6€3 NaTONIOrNYeCKUX
npuMeceii. luypes B HopMe.

B xavecTBe peHOTUIIMYIECKUX IIPU3HAKOB AUCIIIA-
3UY COERVIHUTEBHO TKaHU y OONBHOTO OBIINM BbI-
SIBJIEHBI:

— apaxHopmakTuuA (puc. 1);

— TIOJIOKUTENbHBIN TECT «OONBLUIOTO IMasbliar:
npu ¢pukcanuy GOIBIIOTrO Iajblia HOIEepeK JIAJOHN
ero HorteBas (pajlaHra BBIXOAUT 3a Y/IbHAPHBIN Kpaii
nagouu (puc. 2);

— IIOJIO>KUTENbHBII TECT «3aAIACThSI»: IIpU 00XBaTe
3aIACThbA OOJIBIINM ITajIbLieM U MUSVHIIEM VX TepMU-
Ha/lTbHBle (pajlaHTV HaK/IaJbIBaIOTCA APYT Ha ApyTra
(puc. 3);

— TMONIOXXUTeNbHAs IPoba «IMUITKa»: TOCTIe MEXaHU-
YeCKOTO BO3/IeJICTBISA IIPOSBIIAETCS IOBBILIEHHA A IOM-
KOCTb COCYZIOB, BO3HUKAIOT ETEeXNY NIV KPOBOIIOATEK;

— TI'UIepMOOMIBHOCTD HEKOTOPBIX CYCTaBOB
(puc. 4);

— yBenudeHue npomMexxytka Mmexxay I n Il manpnamu
cron (puc. 5).

ITpu o6cnenoBaHNY B OOIIEKTMHNYECKOM aHATNU3e
KpOBU OTMeYa/MCh NPM3HAKY aHEMUM TSKEeNMON CTe-
neHu (reMornIo6mH 53 r/11, spurporuTsl 3,31 x 105/MM?,
CpefH:AA KOHIIeHTpalysA FeMOITIOOMHA B 3pUTPOLUTAX
15,9 or, cpegHMit 06'beM SpUTPOLUTOB 54 i1, TeMa-
TOKpUT 17,7%). B 6MoxmMmdeckoM aHanuse KpoBU
JIMeJI0O MeCTO yMepeHHOe IIOBbIIIeHNe TPAHCAMIHA3
(AJIT 55,8 E/n, ACT 63,1 E/n) u xonecrepuna (6,16
MMOJIb/JT), CHUXKEHME CBIBOPOTOYHOTO Keresa 1o 3,3
MKMO7b/ 1. Iloka3arenn KoaryJorpaMMbl B IIpefenax
pedepeHTHBIX 3HaYeHMIL. B 06111eM aHaMM3e MOYY TTATO-
JIOTMYeCKVX MI3MEeHEH NI He BBIAB/IEHO, B aHA/MM3¢e Kajla
peaxIus Ha CKPBITYIO KPOBb OTpMIIaTebHAS. [JaHHBIX
3a HaJIM4yMe BUPYCHBIX IelaTUTOB He nonydeHo, BMY
He BbIAB/IEH, RW oTpunarenbHas.

C 1esnbio BBIABIEHNA VICTOYHMKA KPOBOTEUEHNA
6onpHOMY 6b1IM BBIIONTHEHBI DIJIC, BUieOKaIICyIbHA L



9HJIOCKOIM S, 2-06a//IOHHasA SHTEPOCKONNU S, KOJIOHO-
CKOTIMSL.

ITpu npoBeneHNY SHAOCKOMNIECKIX VICCTeOBAaHNIA
obpalaay BHYMaHUe KOCBEHHBIe IIPU3HAKM aHEMUN
B BUJIe 67IeIHOCTY CIM3NCTBIX 000/104eK. BbIsiBIeHHAA
TpbIXKa NMNIIEBOJHOIO OTBepCTUs AuadparMmel Oblya
paclieHeHa KaK JIONOJTHUTE/IbHBII IIPU3HAK C/Tab0CTH
COeNVIHUTE/IbHOI TKaHU. B XXemyziKe ompenensnmich
€IVIHMYHble TEMOPPAaruy, Ha CIM3UCTON 12-TepCTHOM
U TOILNEeV KMIIKM BBIAB/IAMNCH MHOXKECTBEHHbIE Te-
mopparuu jio 0,2cM (puc. 6). Ha crenxe 12-nepcTHOM
KMIIKY TaK>Ke HaOMI0NaIUCh Y9aCTKY aHT MO VICIIIA3U Y
pasmepamn 0,6 x 0,5 1 0,4 x 0,3 cM (BO3MOXKHO, UCTOU-
HYIK COCTOSIBILIETOCA NepAMaIeie3HOro KpoBOTeYeH )
(puc. 7). B romert knike Ha paccTossHuM 40 — 50 cM 1 fa-
Jiee BIUIOTD J10 IIO/{B3JJOIIHON KUIIKM Ha OHE CKITaZloK
06BIYHOTO pa3Mepa OIpefie/Iach IUIIePIIIasyA CIU3NU-
CTOI1 0060/I0YKY B BUJIe pa3pacTaHysA MUKPOBOPCUHOK
J10 6 — 8 MM C MHOXKECTBEHHBIMY TUM(aHT V03K Ta3UAMY
Ha Bepxyukax. [Ipu6musuTenbHO Ha rpaHuIle CpegHel
U HVDKHEN TPETU TOLIEN KMIIKM BU3YanU3UpOBas-
Csl YYacTOK aTpoUPOBAHHOI CIM3UCTON 060IOUKI,
MIOJIHOCTBIO JIMIIEHHBII BOPCUHOK, C BBIPa’KeHHOI
runepemMueil 1 MHOXXECTBEHHBIMM TeMOpparuaMu
Ha CTeHKaX (BO3MOXXHBINI MCTOYHMK COCTOSABILIETOCH
KPOBOTEYEeHN ), PasMepaMy IpUOIU3UTENBHO 3,5X 5cM
(puc. 8). Ilpu B3ATMM OMOIICUY CITUSVUCTOI 0OOTOUKM
12-miepCTHOI 1 TOLIEI KUIIKM OTMEeYa/Iach yMEPEHHAsA
KPOBOTOYMBOCTb. 1o pe3ynpraTaM Mop¢oI0rndecKo-
TO VCCTIeOBaHM A — IIPU3HAKM XPOHUYECKOTO CIabo
BBIPa)KEHHOTO JyO[eHNTa, XPOHNYIECKUI YMEPEHHO
BBIPa’KE€HHBIII €IOHNT.

ITpu KOMOHOCKOIIMM Ha CTEHKAaX CIM3UCTON 060-
JIOYKM CJIENON UM BOCXOAAINEN OOOMOYHOI KUIII-
KJ TaK)Ke MMeINCh MHOXXeCTBEHHbIE reMOpparunm.
I'vcTonornyecky BbIABIEHDI TPU3HAKY XPOHIYECKOTO
c1ab0 BBIPaXKEHHOTO KOJIUTA.

ITpy peHTreHONMOTMYeCKOM NCCTIeTOBaHNIN II0 Mepe
3aII0/IHeHM A BCEl TOLIel KUIIKY IOC/Ie TOTIOTHNTEb-
HBIX IIOPUVI KOHTPACTHOI B3BeCH NPOCBET KUIIKA
BBITJIAZE]T YMEPEHHO ¥ PaBHOMEPHO PaCIIMPEHHBIM,
¢ penbedoM HOPMa/NbHON CTPYKTYpHI (Tpybo3epHU-
ctoiii). Ha ¢oHe pacmimpeHHBIX CKIafloK OBIIN BbI-
SIBJIEHBI OKPYI/IbIe U OBAJIbHbIE, JOCTATOYHO YETKMeE
nedexTsl HanonHeHuA (0,3 - 0,5 cM), 3-3a 4ero KapTUHA
HaIlOMIHaJ/Ia TAaKOBYIO IIpY psifie 3a60/meBaHuUIL: 60/Ie3HDb
Yumnia, aMunonio3, aHT MoK Ta3uy, MHTPaMy paTbHbIe
KpOBOM3MUAHUA U MuMponponudeparuBHble 3a601e-
BaHMA (puc. 9-10).

OpHako KIMHMYEeCKMX JaHHBIX B IIO/Tb3Y O0/Ie3Helt
KMIIEeYHUKA, CONMPOBOXAAIIINXCS HapyIeHHBIM BCa-
ceiBaHMeM (00/1€3Hb YUIIIIIa, aMUIONT03, LIETMAKI),
KOTOpBIe MOITIM OBl IPUBECTU K JleUIIUTY XKere3a,
y 60nbHOTO BBIABIEHO He ObUTO. OTBepraau Tu 3a-
60J1eBaHM A M Pe3y/IbTAaThl OMONICUY U3 38 TyKOBUYHBIX
OTHenoB ToHKol kuuky. Hanbosnee BepoATHOI npuyn-
HOJI TaTOJIOTMYeCKIX M3MEHEeHU I peHTT€HONIOTMIeCKOM
KapTVHBI OCTABA/IVCh aHTMOAVICIIIA3MM TOIe KMIIKIA.

ITpn Y3 opraHoB OPIOLIHON IOMIOCTM U IOYEK
OTMeYa/IlICb YMepeHHOe yBelnndeHue u gud¢ysHble

M3MeHEHNsI TleYeHy, B 7-M CEeTMeHTe MPaBoii
oy OblyIa BbIAB/IEHA reMaHruoma 19 x 12 MM
(momonuutenpHbt npusHak JCT) (puc. 11).
Kpome Toro, ormeyanucp nNpmusHaKu XpOHMU-
YeCKOTO NaHKpeaTUTa B BUJie YBeIUYCHUS
TOJIOBKM IIOJ KENTYLOYHOM >Kelesbl 1o 31 MM
U MeJIKOAYEMCTO-HEOTHOPONHOM CTPYKTYPBI,
meperu6 >XeI4HOro MmysbIps (ellje OfMH BO3-
MO>KHBII MIPU3HAK AUCIIIA3UYU COEUHUTEND-
HOJT TKaHM) ¢ Ha/lm4YueM OMIMapHOTO ClajKa,
yBemM4ueHne ceneseHku (S = 72 cm?).

[To maHHBIM HENpAMOIl YIbTPa3ByKOBOI
3/1aCTOMETPUM IIeYeH N BbIABIISINCH IPU3HAKY
mepBoii crenenu pubposa nmo Metavir.

C 117110 BBISIBIIEHIS IPO/IANICA MUTPAIBHO-
ro kynanaHa kak npusHaka JJCT 6onpHOMY 65112
BpinonHeHa 9x0-KI. Ilpu uccnefoBanum Bbl-
SIBJICHBI IIPOJIAIIC TPUKYCIIMAATBHOTO K/IallaHa
1-i1 cTeTeH, a TAK)Ke MUTpaTbHasA Y TPUKYCIIN-
JajbHas perypruranus 1-i crenenu (puc. 12).

B mporecce nedeHnss 60TBHOMY IIPOU3BO-
IVITIOCH Iiepe/TMBaHIe SPUTPOLUTAPHON MACChI
(zBa>xmbl B 06beMe 260 MI1), BBOAVMIUCH BHYTPH-
MBIIIEYHO IIpeIaparsl Jkelle3a ¥ BHYTPUBEHHO
acceHIManbHble GOCHOMUIUIBL.

Ha ¢one npoBopumoit Tepanum oTmeda-
JIach BbIpa>keHHas [TOJIOKUTENbHA A TMHAMMKA
B BUJIe IOBbILIeHNA reMornobuna (go 140 r/n),
aputpouutos (1o 6,58 x 10°/mm?), remarokpura
(mo 41,7%). YpoBenb xerne3a moBbicunics o 10,3
MKMOJIb/JI, BBICOKOJM OcCTaBanach obmas (74,6
MKMOJIb/T) U naTeHTHaA (64,3 MKMO/b/ /) Xe-
7Ie30CBsI3bIBAIOLIAS CIIOCOOHOCTD, B TO BPeMsI
KaK ypOBEHb HACBIIEHN S XKele30M TpaHcdep-
puHa ocTtaBacs HKe HopMBI (13,8%). B 6m0-
XMMMIYIEeCKOM aHajn3e KPOBU COXPAHSIOCH ITO-
BormeHne ['TTII go 77,2 E/n, HopManu3oBancs
YPOBEHDb TpaHCaMIHA3.

HecMmortpst Ha BbIsIBIEHHOEe B Ipoljecce obcie-
DOBaHMsI HaMM4YMe aHTMORMUCIIIA3UI U reMOpparnii
XKeTyJOYHO-KMIIEYHOTO TPaKTa, 0CTaBaJICA He BIIOJIHE
SICHBIM 3THOTOTMYeCKNIT GaKTOp JaHHBIX M3MEHEHU
U, CJIeNOBATeNbHO, OBIIO 3aTPYTHUTETbHBIM (pOopMYy-
JIMpPOBaHNe OKOHYATENbHOTO AMarHo3a. SIBIsM0Ch 1
TOKCHYECKOe JIeVICTBIE ATIKOT OIS IIPUYMHON ITopake-
HISI KMIIEYHMKA C pa3BUTIEM [TOCTTEMOPPArnIecKoit
aHEMMM TSDKEJIOV CTeIeHM WK JKe TIEPBUYHBIM dak-
TOpOM OBbl/Ta TeHeTU4eCKy 00yC/IoBIeHHasA cnaboCcTh
COeIVIHVTE/IbHOI TKaHM, a aJIKOTO/Ib BBICTYIIVJI U1
ITYCKOBBIM MEXaHU3MOM, CIIPOBOLMPOBABIIMM MaHU-
(dbecTanyio MaToIOrMIECKOro Mporecca?

Yro6pl paspemnTbh 3TOT BOMPOC, MBI MPOKOH-
cynbTUpoBaau 601bHOrO0 B MOCKOBCKOM Hay4HO-
MPaKTUYECKOM L[EHTPe HAPKOIOTUY C FUATHO30M: IICK-
XMYeCKIe 11 IIOBeJleHYeCKyie pacCTPOIICTBA, BBI3BaHHBIE
yHoTpebieHueM alKorois, CMHAPOM 3aBUCUMOCTH,
cpemHss cTtapus; 060CTpeHye MaTOIOIMYECKOro Biie-
YeHMsI K ajKoronio. [1o coBaM HapKOIOrOB, CHMIITO-
MaTuKa, MMeIollas MecTo y 60/IbHOTO0, HeXxapaKTepHa
IS ankoronusMa. besyc/ioBHO, Ipy aJIKOTONM3Me

clinical case
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Puc. 1. Apaxnodaxmunus

Puc. 3. Cumnmom sansicmost

Puc. 5. Yeenuuenue npomescymia mexnoy 1-m u 2-m nanvuamu
cmon

y 60/IbHBIX MMeeT MeCTO IIOpaXkeHe KUIIeYHNKA B BUJie
QJIKOTOJIBHOJ SHTePOIIaTUY, OfHAKO 0Opa3oBaHMe aH-
TMOJMCII/Ia3MIA Ha STOV ITIOYBE UM He CBOJICTBEHHO.
YT0OBI OKOHYATE/IBHO OIIPEefieIUTHCS C AMAaTHO30M,
MBI IPOKOHCY/IBTMPOBAAN OOJIBHOIO y aKaJeMMKa
PAMH A.V1. MapTbIHOBa, M3BECTHOTO, B YaCTHOCTH,
cBoMMIU (pyHaMEHTaNIbHBIMM paboTaMy B 061acTu
usyyenua JCT, v momy4muayu peKoMeHIaIIIo MCCTIef0-
BaTb COfiepKaHNe MarHuA B KpoBH U cioHe. IIpy cHKe-
HIM COfiep>KaHNA MaTHUA CBA3b COCYJUCTOTO Ipoliecca

Puc. 2. Cumnmom 6onvuioz0 nanvya

Puc. 4. TunepmobunvHocmo cycmasos

¢ AMcIIIasueit 6oee BeposATHA, Beflb MarHUI ABIACTCA
MOIIHBIM (paKTOPOM, 06eCIIe N BaIOI M IIOTHOCTD CO-
cynucroii creHku. Kpome Toro, HesaBucuMO OT pesyib-
TaTOB aHa/NIM3a, akajl. A.Vl. MapTbIHOB peKOMeHT0Ba
IIVTENIbHBIN ITpYeM ITperlapaToB MaTrHNA, TaK KaK HOp-
MaJIbHOe COofiep>KaHue JaHHOTO 37IeMeHTa B CBIBOPOTKe
KPOBU I CJIIOHE ellle He MCKITIOYaeT ero jepuiiuTa B TKa-
HAX (90% MarHUA HAXOZMUTCSA BHYTPU KIIETOK).

ITpoBens coOTBeTCTBYIOLIME TabOpaTOPHbIE VC-
C/IeOBaHM A, MBI IONYYM/IV C/IeAYIOIye Pe3y/IbTaThl:
YPOBEeHb MarHus B CBIBOPOTKe KPOBU OOIBHOTO OKa-
3a1cA Hypke HopMblI (0,67 MMOIIB/ TT), ypOBEHD B CITIOHE —
y HIDKHel! TpaHuibl HOpMBI (0,18 MMosb/ ).

TakyM 06pa3oM, Ha OCHOBaHMM XKanob, aHaMHe3a,
TaHHBIX OCMOTPA, Pe3y/IbTaTOB Ta0OpaTOPHBIX UM MH-
CTPYMEHTA/IbHBIX METOMIOB UCCIeOBAHMA, a TaKXKe
KOHCY/IbTallVil CIeNanucToB 6bU1 cHOpMyIMpOBaH
3aK/IIOYUTEIbHBII KIIMHWYEeCKIIT JYIaTHO3.

OcHoBHOe 3a60/IeBaHNe: CUHPOM JUCIIIA3UU
COeIMHUTENIbHON TKaHV; TUIIOMarHueMus; reMoppa-
TMYeCKMIT CUHAPOM C IOBBIIICHNEM IIPOHUIIaeMOCTI
COCY/IOB IIPEVIMYIIECTBEHHO XKeNTyJOYHO-KUIIEYHOTO
TpakTa (QHTMORMUCIIIA3UN).

Ocno>xHeHVe OCHOBHOTO 3a00/IeBaHUA: XPOHU-
YyecKas IOCTreMopparnyeckas aHeMu.

ConyrcrByomue 3a0oneBaHmUA: NCUXUYe-
CKMe U IIOBeJleHYeCKUe pacCTPONICTBA, BBI3BaHHbIE



Puc. 9. Jlepexmuv nanonHenus 6 moujeti Kuuike

Puc. 10. Jepexmor nanonnenus 6 moujeii Kuuike

Puc. 11. [emaneuoma 6 7-m ceemeHme npasoti 0onu neveHu

YI'[OTp€6TIeHI/IeM AJIKOT 01, CMUHIPOM 3aBUCH-
MOCTMU, CpEAHAA CTAgUA; O6OCTpeHI/Ie I1aTOJ10-
TUYECKOTO BJICYECHMA K aJIKOTOJII0; CT€aTOoreIa-
TUT a}II/IMeHTapHOI/uI 9TUOJIOTUYM MUHUMAJIbHOM
AKTUBHOCTN; XpOHI/I‘IeCKI/II‘/'[ TIAaHKpeaTunr.

OBCYXAEHUE

[TpencraBneHHOe KIMHMYECKOE HaOMOeHME
ZEeMOHCTPUPYET TOT (akKT, 4YTO IPUINHON
XKENYLOYHO-KUIIEYHBIX KPOBOTEUEHMIT MO-
I'YT OBITb NMOPaXXEHUA COCYHOB >KeNyOYHO-
KUIIEYHOTO TPAaKTa, a MMEHHO TeMOpparnu
M @HTMOJUCIUIA3U Y, TUONIOTMYeCKUM (PaKTOPOM
KOTOPBIX B CBOIO OYepe/ib MOXKeT OBITh AUCIIIA-
31151 COEJMHUTENbHOT TKaHY, aCCOLMMPOBAaHHAS
C rUIIOMarHyeMueit. KCIepYMEHTHI Ha )KMBOT-
HBIX [TOATBEPKAAOT BIIMAHME MaTrHNs Ha COeI-
HUTETbHYIO TKaHb: Y MBIIIEN C MCKYCCTBEHHO
BBI3BAHHBIM JIe(DUI[MTOM MarH1sI CTEHKa a0PThI
3HAYUTETBHO TOHBIIIE, YeM Y KOHTPOJIbHBIX K-
BOTHBIX [9]. ITo ganHBIM TuTepaTypol, npu JCT
ZepyuuyuT MarHus B pasIMYHBIX CyOCTpaTax
BBIAB/AETCA B 46,6 —72,0% Habmogenni [3].

TakyM 06pa3oM, GONBHBIM C IOpa>keHNeM
COCYJIOB KJIIEYHOJ CTeHKM Ie/iecooOpasHo
MIPOBOJUTD OIIpefie/ieHI e COfiepKaHMs MaTHMSL.
ITpy 9TOM TONBKO 3HAYEH ST JAHHBIX [I0OKa3aTeelt
HIDKe HOPMBI UMEIOT KJIVHWYECKYIO IIeHHOCTD,
TaK KaK HOpMa/IbHBII UX YPOBEHb He UCKITI0YaeT
meduunra MarauA B kaetkax. OTcrofa cienyer,
YTO TepaIio MaTHUIICOAEPKAI MM [Tpernapara-
MU C/IeflyeT Ha3Ha4aTb IaXke B TOM CIy4ae, eCIu
DOCTOBEPHBIX IPU3HAKOB leduunTa MarHus
B CBIBOPOTKE KPOBY IIOTYy4YeHO He OBLIO.

Cpeny BO3MOXXHBIX IPUYMH fieuIjuTa Mar-
HUA MOXKHO BBIIENIUTD CIIeAYIOLINe:

1) nepBUYHBIN (TeHeTUYEeCKM OOYCIOBICH-
HBI1) MarHUEBBI eDULNT;

2) BTOpMYHBIIT MaTHMEBBIIT feUIUT: HEOCTATOYU-
HOE IIOCTYTIJIEHNE B OPTaHM3M; HapylLEHMe BCAChIBAHM S,
anKoronusM; Gpusndeckoe nepeHamnpsKeHne, CTPecc;

Puc. 12. IIponanc mpuxycnudanvrozo knanaua

clinical case
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OepeMeHHOCTD U TaKTalsl; 3a00/7IeBaHM I [TOYEK; LINP-

PpO3 Ie4eHu; OCTPbIN MIAaHKPEATuT.

Kak BujjHO, Npu4unHOI AeduIuTa Marius MOXKeT
OBbITH ATIKOTO/IN3M, O{HAKO MBI HE MOXKEM CBSI3aTh TUIIO-
MarHUEeMUIO Y 60JIBHOTO MCK/TIOUUTEIBHO C a/IKOTO/Ib-
HOJI HTEpOIaTueN, TaK KaK 3Ha4€HM:A B CBIBOPOTKE
KPOBU IPYTMX MUKPOS/IeMEHTOB (HaTpWit, KaJIuii, XJ10p)
y Hero B Ipefieniax HopMbl. KpoMe Toro, B tuTepaType
MMEIOTCA JaHHbIE O MPOBOAMBIIEMCS VCCIENOBaHUN
II0 OIpeJie/IeHNIO0 YaCTOThI TUIIOMAarHUEMIY Y O0/IbHBIX
XPOHMYECKIM a/IKOTOIMI3MOM BO BpeMsi abCTMHEHTHOTO
cunppoma [8]. ITo pesynpraTaM JaHHOIO UCCIETOBAHNA
YpOBEHDb Maruus B IIa3Me KpPOBY OOJIbHBIX XPOHIYe-
CKMM aJIKOTO/IM3MOM ObIJI CHUXKeHHBIM Y 28,7%, Hop-
MaJIbHBIM — Y 65,1 %, HOBBILIEHHBIM — Yy 6,2% OO/IbHBIX.
VI3 mpuBefieHHBIX JAHHBIX BUIHO, YTO TUIIOMarHueMust
BCTpPEYaeTCsA MEHee YeM Y TPeT! OOJIbHBIX C a/IKOTO/Ib-
HO1 3aBUCUMOCTBI0. CI1efoBaTeTbHO, MBI CKIOH IeMCS
K MHEHUIO 0 BO3MOXKHOM Ha/IMYUY y HAalllero 60/IbHOTO
IIepBUYHOTO (TeHeTNYeCKy 00YCIOBIEHHOT0) MaTrHue-
BOTO JileMIINTa, HOCTYXKUBILIETO IIPUYVHOI Pa3BUTUA
JCT, KoTopble HaM y[jaoCh BBIABUTD:

e xu¢o3 IpysHOTO OT/e/Ia II03BOHOYHMUKA, apaXHO-
DaKTUINA, TUIEPMOOMIBHOCTD HEKOTOPBIX CyCTa-
BOB, [TOJIOXKUTETbHbIE TECTHI 3aILSACTHSI ¥ OOMBIIOTO
Najblia, yBeNMYeH e IIPOMEXXYTKa MEXY 1-M 1 2-M
MaabLiaMU CTOTI;

® IIpOJaIC TPUKYCINMAANIbHOIO K/IamaHa 1-if crernenu,
MUTpajabHasA U TPUKYCINAIbHAS PErypruTanns
1-11 cTenreny;
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