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XAPAKTEPUCTUKA MHUKPOLHPKYJIATOPHBIX
HAPYIIEHHWN VY BOJIbHBIX TITEPBUYHbBIM
CUHIAPOMOM PEHNHO
I[10 JAHHbBIM BHUIEOKAIIJUIAPOCKOIINA

TA. Hesckasn, HI. I'ycesa
'Y Hucmumym pesmamonocuu PAMH' Mockea

Pesiome
Henb. M3y4yuTh 4acTOTy M XapakTep KamHJISIPOCKONHYECKHUX M3MEHEHHIl NMPU MEPBUYHOM CHHIpPOME
Peiino (ITCP) u ux cBs3b ¢ KIMHUYECKUMH OCOOCHHOCTSAMHU 3a00JICBaHUS.
Martepnaa u MeToAbl. BUIeoKkanmInsipocKonus HOTTEBOTO Joka BhimonHeHa y 20 6onpubx IICP u 15
JIHI KOHTPOJIBHOM TPYIIIEL.
PesyabTaThl. XapakTepHBIMH KaIMLIIPOCKONUYecKUMH npusHakamMu [ICP gBIsIHCH TOMOTEHHOE pac-
mupenue (cpeaHuid auamerp netnu 33,6+7,7MkmM, p<0,0005) u yanunenue (quunHa netinu 301+109MkmM,
p<0,0005) kanmuJIAPHBIX IETEJIb, MHOXECTBEHHbIE TOYEYHBbIE I'E€MOpPpAruu, pexke- CIUBHBIE MOJSA TIe-
Mopparuit. K gacTeiMm Hecnmenudu4eckHM H3MEHEHUSIM KaIHUJISIPOB OTHOCUIUCH U3BUTOCTh BEHO3HOM
yactu kanuiusipa (50%), kycroBuauele Kanumaapel (20%), enuHuunsie remopparuu (19%) u Busyanu-
3aIusi MOICOCOYKOBOTO BeHO3HOTOo cmiuereHHus (20%). Ilpeobnaganue B KIMHHYECKOH kapTuHe (as3sl
[[HaHO3a CONPOBOXK/IAJIOCh 3HAYNUTEIBHBIM paclupeHneM 3G pepeHTHON YacTH MEeTIH, pacliHpeHUEeM U
BH3yalH3alHeil MOJCOCOYKOBOTO CIIETEHHUS; IPH JIHUTeIbHOM TedeHHH CP mocToBepHO dame BEHISB-
JIATHCh MHUHUMAJbHBIC DUCTPO(GUUYCCKHEC HM3MEHCHHS KalUUIApOB (M3BUTOCTh CTEHOK, KYCTOBHJHBIC
Kanuuisipsl).
3akmouenne. [ICP conpoBoxagaeTcss CTPYKTYPHBIMU U3MEHEHHSIMH KalMJUISIPOB, KOTOPHIE CIEAyeT yUHu-

THIBATh B AHArHOCTHKE U nudPepeHnnanbHON AHAarHOCTHKE MepBuYHOro u BropuyHoro CP.
KnoueBbie cinoBa: nepguunvlii cunopom Peiino, eudeokanuinapockonusi.

Cungapom Peiino (CP) - mepuoandecku BO3HHKAIOMAs IH-
TUTalbHAs HIIEeMUs, IPOBOLNHPyeMass XOJIOAOM U BOTHEHHEM.
Pacnpoctpanennocts CP B momymnsnuu nocruraer 10% [3]. Oc-
HOBHYIO 4acCTh COCTaBJIAeT NepBUYHbIA cuHapoM Peiino (IICP),
XOTSI YMCJIO HM3BECTHBIX HO30JOTMYECKHX (HOPM M COCTOSHHIA,
CONPOBOXKAAIOIMUXCA Ba30CIACTUYSCKUMH HApyIICHUSMH, Ha-
pacTaer, yclIoXHss qudpepeHInanbHy0 JUarHOCTUKY NEePBUY-
Horo u BTopuyHoro CP.

CucremHble 3a00J1€BaHMsl COEJAMHMUTEIBHON TKAHHU, KaK M3-
BECTHO, OTHOCSTCS K HamOojee JacThIM NPUYHHAM BTOPHYHOIO
CP u MOryT Ha NPOTSKEHHUU MHOTHUX JeT KIMHHUYECKH INPOsB-
naThCs u3onupoBaHnHEIM CP. B cBs3H ¢ 9TUM Oonblioe 3HaYCHUE
B PEBMATOJIOTHH NPHOOPETAIOT CKPHUHUHIOBBIE METOIBI JHArHO-
CTHKH, MO3BOJISIONINE YTOYHUTH XapakTep MUKPOAHTHOMATHH Ha
paHHUX cTagusx Ooje3HH. KammiaiaspoCKONHs HOITEBOTO JIOXKa
ABJIsgeTCI Hamboyiee MEPCHEKTHBHEIM METOAOM HCCIEJOBaHHS
MopdoIoruy KamuIIpoB Omarogaps NOCTYNHOCTH U HEHHBa-
suBHOCTH [11]. [Ins Mcrmosb30BaHMs 3TOTO METOAA KaK JHArHoC-
THYECKOT0 HEOOXOIUMBI, B IIEPBYIO O4epe]b, CBEIEHUS O Kalui-
nsapockonuyeckoil kaprune npu IICP, koTopass u3yuyeHa Heno-
CTAaTOYHO, a UMEIIHECs JaHHbIE MpoTHUBOpeuuBs [5,8,9,12].

Llenpto HacTosieil paGOTHI SBIsUIACH XapaKTEPUCTHKA Ka-
MHIIAPOCKONHUEcKoil kKapTHHB y OonbHEIX IICP um m3ydenme
BO3MOXHOH CBSI3M OOHAPYX EHHBIX M3MEHEHHMH C KIMHUYECKHU-
Mu ocobennoctsamu CP.

Mamepuan u memooni
Kanunnsapockonuueckas kapTuHa Oblia uzyueHa y 20 60ib-
HeiX [ICP u 15 310poBBIX UL, OTOOpPaHHBIX B Ka4eCTBE KOH-
Tposs. JluarHos cunjapoma PeliHO OCHOBBIBAJICS Ha HaJU4YUHU
HOBTOPHBEIX 3MU30J0B 3-X MM 2-X (a3HOro M3MEHEHHUs LBETa

Anpec: 115522 MockBa, Kamupckoe 1., 34a
I'Y Uucrutyr pesmartonaornn PAMH

nanbplieB KUCTeH Ha Xxonofe (moOeleHHe WU/UIM IOCHHEHHE
u/unu mokpacHeHuu) cornacHo kpurepusm UK Scleroderma
Study Group [7].

B rpynny IICP BkiIIoueHBI OONBHEIC C TUIHYHBIM aHaMHe-
30M CHMMETPUYHBIX npossieHuii CP, nnmurenpHOCThIO Gonee 2
JIeT, He HMEIOMINEe JUTUTAIbHBIX HIIEMHYCCKHX HapyIIeHHH, a
TaK)Ke KIMHUYECKHUX U CEpPOJIOTHYECKHX NPU3HAKOB 3abojeBa-
HUH COCIMHHUTENBbHOH TKaHM [Monudpukanus kputepues Allen
and Brown, 1932], 4yTo GbII0 OmpeaeneHo MPU TIIATEIBHOM 00-
ciaegoBanuu B MHcturyre pesmaronoruu PAMH. Jlng uckiro-
4eHUs OOJIBHBIX C CHUCTEMHBIMH MOPAXKECHHUSIMH COCIUHUTENb-
Hoit TkaHu (CIICT) Bo Bcex ciayuasx uzonuposaHHoro CP uc-
Cle0OBaHBl KIMHHYECKUI aHAaNM3 KPOBH U MOYH, HMMYHOTIIO-
Oynunbsl, AH® Ha xynbType kiaerok Hep-2 ¢ perucrpanuei
THpa U THIA CBEUEHHS (B TOM 4YHCIEe AaHTHIICHTPOMEpPHBIE aH-
tutena, a-Scl-70, a-RNP), ¢yHknmoHanpHble ImOKa3aTeNH Ie-
4YeHM ¥ TOoYeK, peaknus Baccepmana, nm3MepeHB CyTOUYHas
IpPOTEHHYPHUs, yPOBEHb KpeaTHH(OC(HOKUHA3EI, BBHIIOTHEHBI
peHTreHorpadus OpraHoB TPyAHON KiIeTkH u kucred [13]. ¥V
6onbHEIX OoTcyTcTBOBanM kinumHudeckne npusHaku CIICT (do-
TOCCHCUOMIN3AI A, KOXKHASA ChINb, aJlONEIUs, A3Bbl CIM3UCTOI
pPOTOBOIl IOJIOCTH, CYXOCTh BO PTY M TIJa3aX, MbIIIEYHAs cla-
60CTh, apTPHUTHI, JErOYHasl, KapAuanbHas M MOYEUHas MATOJO-
rus, aucdarus, nepedpanbHbBIE CHUMITOMBI), a TaKXKe APYyrHe
BO3MOJKHBIe NpHYHHB BTOopuuyHoro CP (BuGpaumonHas 6o0-
Ie3Hb, XHMHUYECKH- U JIEKapCTBEHHO HHAynupoBaHHbli CP,
NpoKCHUMajbHas COCYyAMCTas OKKJIIO3Ms, MATOJOTHsS HIUTOBMI-
HOM Keje3a, OHKOMATOJIOTHS).

Knunnueckas xapakrepuctuka CP Bxmrouama pacmpocTpa-
HEHHOCTH, 4HCII0O H xapakTep (a3 CP, Hammume CyOBEKTHBHEIX
OLIYIIEHHH, BO3pacT Hayana u anutensHocts CP. 17 u3 20 6onb-
Hpix [ICP Ha MOMEHT HCCIENOBAHHS HE IONydYald TEpamuu, 3
6onbpHBIX npuHUManu HudeaunuH (2) wiau kypantuia (1).

HccnenqoBanue KamMJUISPOB HOTTEBOTO JIOXKA BBIIOJHEHO
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Ha BujgeoMukpockone Leica MZ6 npu ysenndenun 20x u 800x.
B paboTe HCHONB30BAaHEI KOJHWYECTBEHHBIH H KadeCTBEHHBIE
METOJbl OLEHKH KaIHJISIPOCKONHYECKUX n3MeHeHui. Komuge-
CTBeHHBIH Meron [Monudukanus Y.Kabasakal et al. 1996,
A.Scheja et al. 1996] Bkiro4anm uccieqOBaHUE CIEAYIOUUX Ia-

paMeTpoB:

l. MIOTHOCTH KamMIUISPOB, OIpejelseMas Kak cpenHee
YUCIO KAaNWULIPHBIX IIeTedb B AMCTAIBHOM piny Ha | MM
(kam/Mmm)

2. cpeaHui quaMeTp KamWJUISIPHOH meTiau (MKM)

3. IMaMeTp MakKCUMaJlbHO PacCUIMPEHHOTO Kamuuisipa (MKM)

4. otrHocutenrHoe yBenuueHnue (YE) nmameTrpa Makcumanb-
HO PAaCIIMPEHHOTO KamuiIsApa (IO CPAaBHEHHUIO C OKPYXKAIOMIU-
MH HEPAaCIIMPEHHBIMH KaIUJIISPaMu)

5. cpenHsis nnuHA Kanuiuisipa (MKM)

Bce ykazamnble mapaMeTphl HCCIEJOBAaIUCh Ha 4 mambrax
obeux pyk, 4TO SABIsAETCS AOCTATOYHO HHOOPMATHBHBIM U HE
NPUBOJIUT K CHIDKCHHUIO JUAaTHOCTHYECKOH 3HAUYMMOCTH METOAA
[19]. NononHuTenpHOE BKIIOYEHHE TAKOTO MapaMerpa, Kak OT-
HOCUTEIbHOE yBEIHYCHHE AHaMeTpa MaKCHUMalIbHO PaCIIHpEH-
HOro Kamujuisgpa 1o cpaBHeHUo ¢ okpyxawwmumu (YE), nos-
BOJSIET OLECHHTh I'OMOICHHOCTh KaNMIIAPOCKOMUYECKOH Kap-
THHB. He3HayuTeNnbHO pPACIIMPEHHBIMH CUMTAIUCh KaIlHJIsS-
pBI, NpeBBINIAIONINE JUAMETp OKpyXkaromux B 1-3 pasa, ompe-
JIeJIEHHO pacliupeHHbIMU - B 4-10 pa3 [14].

KauecTBeHHas olleHKa NpoBeAcHa Ha 2-4 manpunax obeux
PYK, YUYUTBIBAJIOCh HAJMYHME TOMOTEHHOCTH KaNUJIAPOCKONH-
YeCKOW KapTHUHBI, PABHOMEPHON IIOTHOCTU M PACIIHPEHHS Ka-
HUJUISIPOB; HOJISIPHOCTH (OpHEHTAalUs) KaNMUIIPOB; HEpHBac-
KyJSIpHBIH OTEK; pacIlMpeHHe M THIIEPBU3YyalU3alus MOICO-
COYKOBOTO CILIETEHHS; PACHIMPEHHE KOJIGH HMIH BEPXYyIIKH Ka-
OULIApa; HalIWYWe MerakanuisapoB (mpeBslmaromux B 10 pas
CpeHUH IUMETp Kanujjisipa B KOHTPOJE), U3BUTHIX, KyCTOBU[-
HEIX KanuJIasApoB (Oomee 3-X IeTesb), BU3YyalIbHO OIpeIese-
MBIX aBaCKyJIApHBIX Mojed u skcrpasaszatoB [1,12,19]. Knaccu-
¢dbukanus 3KCTpaBa3atoB: | THI - MeHee 2 TOYCYHBIX reMoppa-
ruit Ha majeu; 2 TMO - Oojee 2 reMopparuii/manen HId CIHB-
Hble oOyacTu remopparuii. Crarnctudeckas o6paboTka mpose-
JleHa ¢ UCMOJb30BaHUEM t-TecTa M %2-TecTa.

Pesynomamut

Knnuanveckas kaptuHa CP Obura THnU4HON y Bcex 00ib-
HBIX: mpeobnaman 2-x ¢asusii xapakrep CP ( 17 uexn), pexe
BCcTpeyanoch Hanuuue 3-x a3 (3uen). OCHOBHBIC JTOKAINU3ALUU
CP B ofmacTH AHCTaNBHBIX OTAENOB KOHEYHOCTeH HaOmrona-
nuck y 14 gen: kuctu (6), kuctu u H/3 npeamneduid (3), kuc-
™ 1 cronbl (5), 6onee pacnpocTpaHeHHbli CP (koHuYMK HOCa,
yYIOIHBIE PaKOBHHBI) oTMedancs y 6 OonpHbIX. CyObeKTHBHBIE
HapyIIeHHUs BHISABIEHEl y 16 den: Hambolee 4acTo - OHEMEHHE
u mapecre3un ( 9 gen.), pexe 6omu (6 wen.). CpenHuil Bo3pact
6ompHBIX CP cocTtaBmsan 22+9,3 r., cpennnii Bospact Hauana CP
16+10,3 ner, gnurenpHocth CP 10 BKIOYEHHUS B UCCIENOBa-
Hue 7+5,6 ner. CpeaHuil BO3pacT JUIL KOHTPOJBHOHN TIpymIbl
Ob11 30+7,8 €T, COOTHOIIEHME XEHU[MH U MyX4uH - 2:1.

XapaKkTepHCTHKa OCHOBHEIX ITapaMeTPOB KaNUIISIPOCKONH-
YECKOW KapTHHBI NMpeacTaBieHa B Tabi.l.

IIpu cpaBHEHHMH mapaMeTPOB KaNHIIAPOB B Ipymme 00ib-
HeIX [ICP ¢ KOHTPOJNBHBIMY 3HAYCHUSIMH BBISIBICHO JJOCTOBEP-
HOE YBEIMYCHHE CPEJHEro JuaMeTpa KaNHJIIIPHONH MHETIH H
quaMeTpa MaKCHMalbHO PAaCHIMPEHHOTO Kamumiuspa. B To xe
BpeMs B CBSI3U C TOMOTEGHHBIM PacIIMPEHHEM KalMJUISIPHBIX IIe-
texs npu IICP, pasmMep MakcHMalabHO PAaCHIMPEHHOTO KaIlHIJI-
Jsipa He MpeBbIIal pa3Mep OKpyxammux Oosee yem B 3 pasa,
910 OBLIO CONOCTAaBHMO C COOTHONIGHHEM B KOHTpoie. Ilmot-
HOCTh KaNMJUIIPHBIX NeTelb He pasnuyanack y 6onpHbEIX [ICP
M 30POBBIX JHI. DKCTpaBa3aThl M KyCTOBHIHBIC KaIlHJIISPEI
BCTpeYalnCh B 00€UX Ipynmax, OJHAKO CIHBHBIE OIS TeMOp-
paruif (2 THI) B KOHTpOJI€ OTCYTCTBOBaIH. ABAcKyJSpHEIE IO-
I, IEPUBACKYIAPHBIH oTek He Habmonanucy HU npu IICP, Hu
B KOHTpoje. Busyanusauus pacHIMpeHHOTO MOACOCOYKOBOTO
BEHO3HOTO CIUIETCHHUSI BCTpeYagach OJAMHAKOBO YacTo.
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Tabauya 1
Mopdoaornyeckne 0cO0EHHOCTH KANMLISIPOB
y 60JIbHBIX nepBUYHBbIM cuHapoMoM Peiino (ITCP)
1o cpaBHeHHUI0 ¢ KoHTpoJeM (K)

K (n=15) ICP (n1=20)

Yucao kam./mMmm 8,9+ 1,3 9+2,1
Cp.D nerimn(Mxm) 20,7+4 .4 33,6+7,7*%*
D max. (Mkm) 35,19+7,96 60,4417,3%%*
D max./ D norm. 2,5+0,4 2,2+0,6
Cpennsisi JJIMHA Karl. (MKM) 174+ 109 301 £ 109%**
W3Buthle Kanuuispsl, % 46 50
KycroBuaHble Kanuuisipbl,% 7 20
Temopparnu 1 tina,% 7 19

2 Ttuna,% 0 26*

Bcero,% 7 45%*
Hanmuue AIl 2-3 crenenn 0 0
IlepuBacky.1sipHbIii oTEK 0 0
Beno3Hoe cnierenue,% 20 17

IIpumeuanue: D max. - 1uaMeTp MaKCHMallbHO pacUIUpeH-
Horo kanwuisipa, D max./ D norm, -OTHOCUTEIbHOE yBeJIHYE-
HHE MaKCHMAaJIbHO PaCHIHPEHHOr0 KaNMIILpa [0 CPAaBHEHUIO C
OKpYXaIoMMUMHU HepacIIHpeHHBIMH Kanumiisipamu. AIl- aBac-
KYJISIpHBIC TOJIS.

* - p<0,05, ** - p<0,01, *** -p<0,0005

ConocraBieHHe MOTYYCHHBIX JaHHBIX C KaYECTBEHHOH Xa-
PAKTEPUCTUKOH KaMUIISIPOCKONUYCCKONH KapTHHBI MO3BOJUIO
MPEeACTaBUTh CIEAYIOIHE OMUCAHHUS HMCCIEIYyEeMbIX IPYIII.

VY 310pOBBIX JHI KaIHJIISPEl HOITEBOI'O JIOXKA XapaKTepH30-
BAJIUCh YIOPSJOUYCHHBIM, NapajlelbHbBIM PAacIONI0XKEHUEM OJIH-
HAaKOBBIX 10 pa3Mepy KanWJUIApHBIX nerenb (puc.l). B Hekoro-
PBIX CIydasX BCTpedYalHCh TOUEYHBIE T'eMOpparuu, KyCTOBUIHEIE
KaIWLISPBl U BU3yaldH3alUsl IIOJCOCOYKOBOTO CIUICTCHHS.

Puc.1. HOpMaﬂbHaﬂ KaWUISIPOCKONMUYEeCKasi KapTHHA.

VY 6onprbix IICP Habnromanock I0CTOBEpPHOE yBEIHUYEHHE
JUIMHBl M PACIIMPEHHE KaNMIIAPOB IO CPAaBHEHHMIO C KOHTPO-
nem (puc2). lnsg 3To# rpynmsl OOJNBHBIX, KaK M I KOHTPOJIb-
HOH, OBITM XapaKTepHBI TOMOTEHHOCTh KaNHJIIAPOCKOMUYEC-
KOH KapTHHBI, NPaBUIbHOE Mapajle]bHOE PACHOJIOKEHUE Y-
JNWHEHHBIX KaNHJIIAPHBIX METeNb, OOBIYHASA MIOTHOCTh KamuJ-
NApOB JUCTANIbHOIO M HUXKENEXKAIUX PANOB, MOTHOKPOBHE CO-
cynoB. Coxpansinach oObluHas Gpopma "MINUIBKU" 3a CYET OJH-
HAaKOBOTO PAacCTOSHHUSA MEXKIy KOJICHAMM Ha BCEM MPOTSHKCHUU
kanunnspa. Ha ¢oHe roMoreHHOro pacmupeHHs KamuIspoB
OBIIM PETYNAPHO PACIONOKEHB KAMHIIAPH OONBIIEro AuaMe-
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Puc.2. ToMorenHoe pacmiMpeHne H yJJMHEHHE KANMLISIPHBIX NeTeb
y 60JIbHOr0 nepBHYHBIM cuHApPOMoM Peiino. MaccuBHbIE remopparum.

Tpa, WX aOCONIOTHBIH pa3Mep 3HAYUTEIBHO IPEeBBINIAN KOH-
TPOJBHBIEC 3HAYCHUS, OJHAKO OTHOCHUTEIBHO OKPYXKAIOIMIUX OHU
ObuIM  yBenM4yeHbl He Oosiee 4eM B 3 pas3a, 4TO COOTBETCTBYET
HE3Ha4YUTeJIbHOMY pacimiupeHuto (puc.3). TunuuyeH BHEMIHUMN
BHJ] 3THX KaIIULIAPOB: OONbIIas JUIMHA IO CPAaBHEHHUIO C OKpPY-
KA MUMK, PacIINpeHHe BEHO3HOI0 KOJEHA, YacToO MPOCIeKH-
BAaE€MOI0 BIUIOTh A0 MOACOCOYKOBOIO BEHO3HOTO CIICTCHHS, B
psife ciydaeB - M3BHTOCTh PACIUIMPCHHOTO BEHO3HOIO KOJICHA
u/unu 1-2 mepecedeHUid apTEPHUANTBHOTO M BEHO3HOTO KOJICH.

Puc.3. Paciuupenne Kanuuisipos 3a c4eT 3¢ depeHTHOI (BeHO3HOI)
YacTH NeT/IH, Nepexojsiiee B XOPOIIO BH3YaJIH3HPyeMoe MOACOCOYKO-
BOe BEHO3HOE CIlIeTeHHe Yy 60JIbHOI NMepBUYHBIM cHHApoMoM Peiino.

S

Bo3moxen "I'-00pasHBIH" H3I0M pacHIMPEHHBIX KaIHJISIPOB,
IpU 3TOM PacCTOSHUE MEXAy KOJCHaMH M (popMa KaluIIpoB
0CTaBaJIHCh NMPEKHUMHU, YTO B IIEJIOM HE HAapyIIaJlo TOMOTEHHO-
CTH KaNWJUIIPOCKONUYeckoi kapTuubl (puc.4). KoHTypsl Kka-
HULIAPOB OBLIM YETKHE, MHOT/Ia BCTPEYAIOCh YTOJIICHUE B Me-
crax u3ruba 3a cyeT Auanenesa IPUTPOLUTOB, B HEKOTOPHIX
HEeTISAX- MPEePBIBUCTEINl KPOBOTOK, dKCTPaBa3aThl.
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AHanu3 KanuJIIsIpOCKONMHYECKHX M3MEHEHHH B 3aBHCHUMO-
CTH OT BO3pacTa OOJIbHBIX U KIMHUYecKoiW kapTuHbl CP npen-
cTaBJ€eHBl B Tabn. 2.

HauGousiee BbIpa)keHHOE pacHIMpEHUE KaNUJIAPOB BBISABIE-
HO y 00nbHBIX € 2-X ¢a3HbIMU mposiBieHusMu CP no tumy nu-
aHos/runepeMus. PacmupeHue KamuiaiasipoB Yy OONBIIMHCTBA

Puc.4. U3BUTOCTH KANMJLISAPHBIX NeTellb, NPEMMYIIECTBEHHO BEHO3-
HOIi 4acTH, y 00JIbHOM € JJIHTENbHBIM TedeHue cuHapoma Peiino.

60abHEIX 3TOH Tpynnsl (75%) 3aTparuBajlo NPEeUMYIIECTBEHHO
BCHO3HYIO YacThb METIH H CONPOBOXKAAIOCH BH3yalU3alHel
MOJICOCOYKOBOTO BEHO3HOI'O CIJIETEHUsA. AHaJOrMYHBIM Xapak-
TEep pacUIMpPEeHHUs BCTpevancs M y OONBHBIX € 3-X (a3HBIMHU
nposiBneHusMu CP, HO Tonbpko mpu Hanuuuu (aspl DHaHO3a.
MuHuManbHble AUCTpOQHUYECKHEe U3MEHEHHS B BUJAE U3BUTOC-
TH BEHO3HOW YacTH KaNHIIAPA, KyCTOBUIHBIX KAaHJIIAPOB Ha-
pactanm ¢ yBenuueHueM JiurtensHoctH CP (puc.5,6). Csssu
KaOUIIAPOCKONMHYECKHX HapyIICeHHH C BO3PAcTOM MHAIUEHTOB
HE OTMEUYEHO.

Oobcyscoenue

B Hacrosimee Bpemst He CylIeCTBYeT €IMHOI0 MHEHUS O Ka-
nuisipockonnyeckod kapruae unpu IICP. P.H.Carpentier,
H.R. Maricq 110] u psx npyrux uccinemosarteneil [12,16] omnu-
CBIBAIOT HOPMAaJbHYI0 MOPGOIOTHIO KamHIIAPOB, B TO BpeMs
kak M.Bukhari ¢ coaBr. [8,9], B.N.Statham u N.R. Rowell [20]
OTMEYAIOT CYLIECTBEHHBIE M3MEHEHUsS KalWLIIPOB Yy O3TOi
rpynnsl 6oiabHBIX. IIpuynHa HECOOTBETCTBHUS PE3yJIbTATOB, Be-
POATHO, 3aKIIOYAeTCs B OTCYTCTBUU EAMHBIX KPUTEPHEB INPH
otbope OonpbHbiXx [ICP u pa3zHooOpa3uum METOAOB OLIEHKH Ka-
OUIIAPOCKONNYECKOH KapTUHBI (Ka4eCTBEHHBIH, MOIyKOIHYe-
CTBCHHBIH, KOTHYCCTBEHHBIH C pacdeTOM MapaMEeTPOB IO MaK-
CHMaJIbHO HM3MEHEHHBIM KamuJIsApaM HIH C HCIOJb30BaHUEM
CpeHHX IoKazaTeneil). Mcmonp3oBaHMe HaMH AHArHOCTHYEC-
kux kpurepueB CP [7] u mpuMeHeHHe COBPEeMEHHOH TEXHUKH
BUJICOKANUIUIIPOCKONIMU C perucTpaiueil u mocieayroumei Ko-
JINYECTBEHHOI 00paboTKON mapaMeTpOB KaIMJLIIPOB IIO3BOJH-
10 JaTh Oojiee TOYHYIO XapaKTEePUCTHUKY HX IATOJOTUU IPH
9TOM 3a00JeBaHHH.

Tabauya 2.

OcoGennocTH MOP(OJIOrHH KANMUISIDOB B 3aBHCHMMOCTH OT BO3PAcTa GOJBHBIX M KJIHHHYECKUX NpOsiBJieHHii cuuapoma Peiino

Bospact, roasl

<20 ner, n=14 >20 jgert, n=6

Cp. D. kan. (Mkm) 38,57 35,319

H3BuTHIE, Y0 42,9 66 22
KycroBuaHsie, % 21 17 0
I'emopparum, % 57 17 33

Jaureasnocts CP
<3 gert, m=9
37,5+7

Xapakrep ¢a3 CP

>3 aer, n=T1 u/r, n=12 6/(m)/r, n=8
38,3+7,8 41,0+5,2* 32,7+9,04
73* 50 50
36* 25 12
54,5 58 25

IIpumeuanue: xapakrep a3 CP: 6-mobenenue, n-1iuaHo3, r-runepeMus.

* - p<0,05



14

Puc.5. KycroBuanplii Kanwuisp y 00JbHOro NepBHYHBIM CHHIPO-
moMm Peiino.

Kak mokazano Hame ucciegoBaHHE, KaOUIIIPOCKONMHYEC-
xas kaptuHa npu [ICP ornuuanach OT HOpManbHOI M XapakTe-
pu3oBagach 3HAYUTEIBHBIM YIJIHHEHHEM H pDacIIHpPEeHHEM Ka-
OUJUIAPHBIX HEeTelIb, MHOXKECTBEHHBIMH I'eMOpPParusiMH.

Pacmupenue xanunngapos y 6onsHbix IICP HOCHIIO roMo-
TFeHHBIH XapakTep, 3aTparuBasi Bce IETJIH, B CBA3U C YeM pas-
Mep MAaKCHMajbHO PACUIMPEHHOTO KamWJJIspa He IPeBBIIIA
okpyxkatomue Oosee yeM B 3 pa3za. OmnucaHHble 0COOCHHOCTH
paclupeHus KanWJIIApOB HE ObUIM BBISBIEGHBI HAMHU Yy JHUI
KOHTPOJIBHOW TPYIIBI, B TO XK€ BpeMs, II0 JaHHBEIM JIUTEpaTy-
pBl, oHM He sBnArOTCA cnenuduunsiMu s [ICP. PaBHomepHO
pacmIMpeHHble KaNMLUISIPBl HaOII0Jal0TCS MPU HEKOTOPHIX Jpy-
rux 3a00JIeBaHHUAX, COYETAsACh, KaK M B HalleM HCCIEJOBAaHHH,
C BBIP@XKCHHBIMU IOJCOCOYKOBBIMH BEHO3HBIMH IIIIEKCYCaMH U
YIJIMHEHHEM KanuuIsipHeIX metens [18]. Ilpexmosaraemoit
OPUYMHOW TaKOro THUNA PAaCIIHPEHUs SBISETCA Ipexoasias
XpOHHYECKass THIOKCHS, YTO OOBSICHAET FOMOTEHHOE HOpaxe-
HHE BCEX MHUKPOCOCYIOB [5] U pacnpoCTpaHEHHOCTh MOAOOHBIX
U3MEHCHHI NPHU Pa3IHUHBIX [IO IAaTOreHe3y 3a00IeBaHHIX.

Bonee cneuuduunsim gas IICP caemyer cuutaTh CBOEOO-
pa3HBId XapakTep paclIMpeHUs Kamuuisipa 3a cueT 3 depeHt-
HBIH 9acTH, BBISBICHHBIH HaMu y OGonpmuHcTBa 6G0onbHBIX ITCP
U OTCYTCTBYIOIIUI B KOHTpose. BmepBnle 3TOT (eHOMEH ObLI
onucan D.Blockmans u coaBt. [6] mpu akpouuaHose u HabII0-
nancst aBTopamMu y 62% OonbHBIX. CBsI3p pacHIMpEHHUs BEHO3-
HOU 9acTH KaNMJLISpa ¢ HHAHO30M MOJTBEPXKAACTCS U HAIIUMHU
naHHbIMH. Tax, HanGoyiee BEIpa)KE€HHOE pacIIUpeHUE KaIUIIs-
poB oOHapyxeHo Hamu B rpynmne OonpHbiX [ICP ¢ mpeobnana-
HueM ¢(a3pl 1uano3a (2-x ¢a3Hble WU3MEHEHHsS MO THIY ILHa-
Ho3/runepemus). CoueTaHHe ITOTO NPH3HAKA C BU3yallH3alH-
el MOJCOCOYKOBOTO BEHO3HOIO CILIETCHHUS, IO-BHAMNMOMY,
CBUETEIbCTBYET O HapyLIeHHH INpollecca BEHOAHISATALUH H
BeHO3HOro orroka npu IICP, 94To MOTHOCTBIO MOATBEPKAAIOT U
JKCNEepUMEHTaJbHbIC JaHHBIE [2].

Crneayer mHOJYEpPKHYTh dYacToe OOHapyXEHHE HaMH IpH
IICP MHOXECTBEHHBIX U CIHBHEIX I'€MOpparuif, CBI3aHHBIX C
MOBPEXKIEHUEM KaNMJIAPHOH CTEHKHM BO BpeMs 3IHU300B Xo-
nonoBoit skcmoszunuu [21]. JlokazaHo, 4TO pacUIMPEHHBIE Ka-
NUIIApEl OoJiee CKIOHHBI K 3KCTpaBa3allMu M3-3a 0coOEeHHOC-
Tell reMoauHaMuku. B skcnepemenTanbpHbix padorax J.P.Kulka
IOCJIeJOBaTeNIbHOE PACIIMPEHHE BEH U DKCTPaBa3alus OIpene-
JIEHbl KaK YHHMBepcalbHas peakuus Ha runokcuto [15]. B Ha-
1IeM HMCCIEeJOBAHUU DTH M3MEHEHHS SBISIHChH OTIHYHTENbHBI-
MH Kamuiiagpockonudeckumu npuszHakamu I[ICP. Msl He Ha-
OJII0JaJTH BBIP@XKEGHHBIX CIMBHBIX TeMOpparuil y Jui KOHTPOJIb-
HOW rpymnmsl, 4To coriacyercs ¢ naHHbeiMu Y. Kabasakal u co-
aBT. [14].

OxcrpaBazanus npu I[ICP, mo-suammomy, He oOTpaxaer
Ipolecc NPOrpeccUpyomero NoBpeXAeHUs Kalulisgpa, 3aKaH-
YUBAIOIMHKCA ero odnurepanuei, Kak 3T0O HMEET MECTO y 00b-
Heix CIICT. [loka3aTeabCTBOM HENECTPYKTUBHOI'O XapakTepa
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MHKPOQHTHOIIATHU CIYXHUT OOBIYHAS IUIOTHOCTh KaIMJUISIPOB Yy
o6onpubix I[ICP, moarBepxkaaemas paboramu P.P.Houtman c co-
aBT. u M. Bukhari ¢ coast. [12,9]. HecToiikocTh Kamuuaiaspo-
CKONMYECKUX H3MEHEHHH, HX BO3MOXHOE HCYC3HOBEHHE B
mpoiuecce HaOMIONEHHs, a TaKKe B JIETHHE MECALBl y YacTH
6onpHBIX IICP [22] Takke CBHAETENBCTBYET 00 OTCYTCTBHH Je-
CTPYKIIMH KalHJIAPOB IIPH 3TOM 3a00ICBaHUH.

VY GonbubIX [ICP Hepeako BCTpedanuch MUHUMAaJIbHBIE JHC-
Tpoduueckne U3MEHEHHS B BHJE€ U3BUTOCTH CTEHOK, IIepecedeH-
HBIX M KYCTOBHIHBIX KaIWJUISIPOB, TOYCYHBIX IKCTPABA3aTOB,
BO3HHKHOBEHHE KOTOPBIX CBS3BIBAIOT C Pa3IMYHBIMH BHIAMHU
TpaBM [12]. BbICOKHMiIi NpPOUEHT UX OOHAPYKEHHS Yy 3J0POBBIX
UL HOATBEpKIaeT HecneNH(HIHOCTh ITHX HM3MEHEHHH U HU3-
Kyl0 AHAaTHOCTHYECKYI0 3HAYUMOCTh. JleHCTBHUTENBbHO, IO IaH-
HBIM JHTEpPaTyphl 9acTOTa KyCTOBHAHBIX KANIJIISIPOB B KOHTPO-
e MOXKeT nocturatb 24%[14], qactoTa u3BHTEIX popM - 25-32%
[6]. BrimenepeuncieHHble HapyIMICHUS OTMEYalHCh HaMHU OJU-
HaKOBO 4YacTO B KOHTpoJbHOU rpynmne u npu IICP, 4yro coria-
cyercs ¢ 1aHHbiMU P. Houtman u coast. [12]. B To %e Bpems yc-
TAaHOBIEGHHBIH HaMH ()aKT HapacTaHUs DTUX U3MCHEHHH C yBe-
nu4yeHueM anutenabHocTH CP mo3BosseT mpeanoiaokHuTh, YTO yc-
JIOBUS, CBsI3aHHBIE C caMuM 3aboyieBaHHEM (BO3MOXHO, IJIHU-
TeIbHasl THIOKCHS), CHOCOOCTBYIOT BO3HUKHOBEHHIO THX Hapy-
meHui. JucTpodus KamUIISAPOB, B CBOIO OYepeab, NMPUBOAUT K
YXyIIIEHUI0 KPOBOTOKA, AUTUTATbHOH HMIIEMHH H NIPOTPECCHPO-
BAHHUIO CTPYKTYpHBIX m3MeHeHuil nmpu IICP.

IloBpImeHHYI0 BH3YyalU3allHI0 IOACOCOYKOBOTO CIIETEHHS
y 6ompHBIX IICP Takxke ciexyer paccMaTpuBaTh KaKk HeCIEIH-
¢dbuveckuit mpusHak. Mbl He BBISIBHJIM PA3MYUil B 4aCTOTE pac-
MIUpeHuss BeHo3Horo cmietreHus B rpynne I[ICP u cpenu 3xo-
poBBEIX nun. Ilo maHHBIM JUTEpaTypsl NOJOOHBIC H3MEHEHUS
Hepenako BcTpedaoTcss y 6ompHbIXx CKB, mNONOBHHBI 0OJBHBIX
pPEBMAaTOMAHBIM apTPUTOM U y MOXKUIBIX Tr0jaeh [6,14]. Onnako
COYeTaHWe pacIIMPEHHONH BEHO3HOW YacTU Kamuuispa ¢ pac-
MUPEHHUEM IOJCOCOYKOBOI0 BEHO3HOIO CIUICTCHHS, MO-BUIU-
MOMY, MOXHO pacCMaTPHBATh KaK KalHJIIIPOCKONMHIECKHH JK-
BHBAJICHT BBHIPaXKEHHOT'O IIHAHO3a.

Taxum o06pa3oM, NpOBEeACHHEIE HCCIENOBAaHUS IOKa3alH,
yto npu [ICP HabniogaeTcs meablii COEKTp U3MEHEHUW Kamuli-
11poB, OONBIIMHCTBO M3 KOTOPBIX HOCHT Hecmeuupuueckui
xapakTep. BmecTe ¢ TeM ycTaHOBIEHBI XapaKTepHbIE A 3TOTrO
3a001€BaHUs KaNMJIIPOCKONHYECKUE MPU3HAKU B BHIE TOMO-
TeHHOTO PacCHIMPECHHUS M YIIHHEHHS KAaOUJUISIPOB C MpEHMYyIIe-
CTBCHHBIM pAacCIIMPEHHEM BEHYJSIPHOW YacTH NETIH, MACCHB-
HEIE TeMOpparuu. BrIgBIeHHbIe HapyIIEHUS MEHSIOT NPEJCTaB-
nenne o IICP kak TOJBKO O (YyHKIHMOHATBHOM COCYAHCTOM
HapyLIeHUU U IO3BOJISIOT OTHECTH €ro K rpymmne 3aboyieBaHUii,
CONPOBOXKJAIOMHUXCS CTPYKTYPHBIMM H3MEHEHUSIMH MHKPO-
LUPKYJIATOpHOTO pycna. IlonydeHHbIe AaHHBIE, B MPOTUBOIO-
J0)KHOCTh OOIENPUHITOMY paHee MPEACTABICHUIO O HOPMAalb-
HOW Kanuiagapockonudyeckoit kaptune npu IICP, nenaroT He-
00xoauMOi pa3paboTKy 0oJiee YETKHX KANUJUISIPOCKOMHYECKHUX
Kputepues 11 auddepeHIHaTbHOH AMAaTHOCTUKU NEPBUYHOTO
u Bropuynoro CP.

Buoteéoown

1. TICP compoBoxjaeTcs He TOIBKO (YyHKIHOHAIbHBIMH
COCYJIUCTBIMH HAapyUICHUSIMHU, HO M CTPYKTYPHBIMH H3MEHCHH-
SIMH KaNHUJJISIPOB HOTTEBOTO JIOXKA.

2. XapaxrtepusiMu qus [ICP  kanunnsipockonuyecKUMU
NpHU3HAKaMH SBISIOTCS TOMOT€HHOE paclIMPEHUE U yIJIMHEHUE
KalMJUISIPHBIX TE€TEeNb, MHOXKECTBEHHbIE TOUYEUHbIE T'EMOpparuu,
pexxe - CIMBHBIEC TOJSI TeMOopparui.

3. K Hecnenu(puuecKUM H3MEHCHHUSIM KalMHUIISIPOB, YacTO
BcTpeuatomuMces y 6onbHEIX IICP, OoTHOCATCS H3BHTOCTH CTe-
HOK, HallM4he KYCTOBMIHBIX KAaNUJISAPOB, €IUHUYHBIX T'eMOp-
paruii, BH3yanu3aunHus TMOJCOCOYKOBOro cruieTeHus. OpHako
9TH W3MEHCHHUS HaONIONAIOTCS M Y YacTH 3AOPOBBIX JIHI[ H,
CIIeJOBATENIbHO, HE MOI'YT paccMaTpHUBAThCA KaK OTIHYUTEIb-
Hble 0COOCHHOCTH KamuJUIsIpockonuveckoir kaprtunsl IICP.

4. H3MeHeHHs KamWJUISIPOB HOITEBOrO JIOXa 3aBHUCIAT OT
xapakTepa u anurenbHocTu CP. [Ipeobnaganue B KIMHUYECKOU



HAYYHO-IIPAKTUYECKAS PEBMATOJIOTUA Ne 3, 2003

KapTHHe (aspl [HAHO3a CONPOBOXKAAIOCH 3HAYMTEIbHBIM pac-
mupeHueM 3G pepeHTHOH YacTH MeTIH, pacIIMpPeHUEeM U BH3Y-
ajgu3anueil MoACOCOYKOBOTO CIIETEHHs, OOMIMPHBIMH TE€MOp-
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Abstract
Characteristic of microcirculatory changes in patients with primary Raynaud's phenomenon by videocap-
illaroscopy.
T.A. Nevskaya, N.G. Guseva.
Objective. To study prevalence and structure of videocapillaroscopic findings in primary Raynaud's phe-
nomenon (PRP) and their relation to clinical picture.
Methods. 20 pts with PRP and 15 controls were examined by videocapillaroscopy.
Results. The presence of homogenous enlarged (mean loop diameter 33,6+7,7 m, p<0,0005) and elon-
gated (mean loop length 301+ 109 m, p<0,0005) capillaries, multiple punctate hemorrhages or conflu-
ent areas of hemorrhage was characteristic of PRP group. Nonspecific capillary changes often found in
PRP consisted of tortuous venular part (50%), bushy capillaries (20%), isolated punctate hemorrhages
(19%), increased visibility of subpapillary venous plexus (20%). The prevalence of cyanosis in clinical
picture of PRP was accompanied by considerable enlargement of venular parts ofthe loops, prominence
of subpapillary vessels, minor dystrophies (tortuous, bushy capillaries) were more frequently seen in pts
with longer disease duration.
Conclusion. PRP is characterized by structural capillary changes which must be taken into considera-
tion in diagnosis and differential diagnosis of primary and secondary Raynaud's phenomenon.

Key wods: primary Raynaud's phenomenon, videocapillaroscopy.
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