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Cundpom Peiino (CP) wupoko pacnpocmparer 6 nonyaayuu, npeobaadaem cpeou JceHWUH U 6 60AbUUHCMEBe cayuaes 0ebromupyem 6 603-
pacme do 30 aem. Bnepevie cundpom onucan M. Peiino 6onee 150 nem nazao, é danvHeiiuiem Obin 8bidener nepsuutblil (06one3us Peiino) u
emopuyrwiii CP. [lamoghuzuonoeuss CP 0o konua Hesicua, no-eudumomy, CP aeasemces myavmugpaxmoprvim 3ab6oseéanuem. Cuumaemesi, 4mo
NPUYUHOT YPE3MEPHO GbIPANCEHHO20 8A30CHA3MA 8 OMEEN HA NPOBOUUPYIOULUE CIUMYAbL A8AAEMCS 0eheKm UeHMPAAbHbIX U 10K AAbHBIX Me-
XaHu3Mo8 peayaayuu cocyoucmoeo monyca. Cpedu smux (pakmopos 8axncHviMu NPeocmasasiomcs cocyoucmole IHO0MeAUdbHble, BHYMmpUuco-
cyducmute u Heliponanvhvie Hapyuienus. Cyuecmeentyio poas 6 namoghusuonoeuu emopuunoeo CP ueparom cmpykmypHbie usmeHenus cocy-
008, Habadaemble Npu KANUANAPOCKONUU Hoemeeoeo aoxca. uaenocmuka CP npednoaaeaem 6 nepsyr ouepeds onpedenerue e2o KauHu4e-
cKoeo eapuanma, mak kak emopuunsiii CP 6bieaem nposieaenuem uiu npedeecmuukom HeKkomopblx aymouUMMYHHbIX, 2eMAMON02UMeCKUX, FH-
O0OKPUHHbIX, HEONAACMUMECKUX U UHbLX 3a004esanuil. Haubonee uacmo émopuunsiii CP ommeuaemcest y 604bHbIX ¢ CUCMEMHbIMU peemMamute-
ckumu 3aboresanusmu. Jleuenue eémopuunoco CP ocmaemcs Hey0o8aemeopumenbHuim credcmeaue HenoaHo20 npeocmasnenus 0 namogu-
3U0N02UMECKUX MeXAHU3IMax e20 pazeumus. B nacmosuee epems 6 aevenuu CP npumensiomes npenapamot pasHvix 1eKapcmeeHHbIX epynn,
BKAOHAS OAOKAMOPLL KAAUUEBbIX KAHAN08, UH2UOUMOpPbL (hocghoduscmepasvl 5-e0 muna, GHMazoHUCHbL peyenmopos SHOOMeauHa u op.

B 0630pe paccmampusaromces 60npocsl namoeeHesa, aneopumm panteil u ouggepenyuanvroil duaenocmurxu CP, cospemertbie n00xoowl k ne-
YEHUIO HA OCHO8E AHAAU3A OAHHBIX AUMEPaAMYpbl U Pe3yAbMamos CoOCMEEHHbIX UCCAC008AHUI.

Karoueesvie caosa: cunopom Peiino; namoeenes; dupgepenyuanrvhas ouaeHocmuka, Aeverue; Kaivyuesvlie 010Kamopsl; cuideHapu; npo-
CMAaHoUuob!.
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Raynaud’s phenomenon (RP) is a common condition that predominantly occurs among women. The onset age in most cases is under 30 years.
The phenomenon was first described by M. Raynaud over 150 years ago. Primary (Raynaud’s disease) and secondary RP were subsequently
distinguished. Pathophysiology of RP has not been fully elucidated yet; RP seems to be a multifactor disease. A pronounced vasospasm in
response to stimuli is believed to be caused by disruption in the central and local mechanisms of regulation of vascular tonus. Vascular endothe-
lial, intravascular, and neuronal disorders are the key ones among these factors. Structural changes in vessels that can be observed by nailfold
capillaroscopy play a significant role in pathophysiology of secondary RP. The key step in the diagnosis of RP is identifying its clinical variant,
since secondary RP may be a sign or a premonitory symptom of certain autoimmune, hematologic, endocrine, neoplastic, and other disorders.
Secondary RP is most frequently observed in patients with systemic rheumatoid diseases. Therapy of secondary RP provides no satisfactory out-
comes, since there is no complete conception about the pathophysiological mechanisms of its development. Different groups of drugs are cur-
rently used to treat RP, including calcium channels blockers, phosphodiesterase type 5 inhibitors, endothelin receptor antagonists, etc.

This review focuses on pathogenesis, the algorithm of early and differential diagnosis of RP, and current approaches to therapy based on the
analysis of the published and our own data.
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Cunpapowm Peiino (CP) npencrapisieT co00ii 3MU30/bl TPEXO- 1929 . T. Lewis BBes1 mojapasjiefieHUe Ha MEPBUYHYIO 00JIE3Hb
ISIIEH TUTUTATLHOMN UIIEMUH BCJICICTBIE Ba30KOHCTPUKIIMM TH- Peitno u BTopuuHsblii peHOMeH PeiiHo [2].
TUTAIbHBIX apTEPUil, MPEKANMUIIPHBIX apTEPUOJI U KOXKHBIX ap-
TEPUOBEHO3HBIX LIYHTOB MO/ BIMSHUEM XOJOIHOM TeMITEpaTyphl DNuaeMHOIOTHS
¥ SMOLIMOHANIbHOrO cTpecca. CUHAPOM BITEpBbIe OmucaH B 1862 1. B pasnbix cTpaHax pacripoctpaHeHHOCTh CP koJiebaeTcst oT
M. Raynaud kak «1okajabHasi acpukcusi KoHeuHocTei» [1], a B 2,1 1o 16,8%. Takoit pa3opoc Mmokasarejaeii YaCTUIHO OOBSICHS -
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NERUUMK

€TCsl TEM, UTO B PA3HbIX UCCIIEIOBAHUSIX PE3YJIbTAThI MOTYYEHbI
C TTOMOIIIBIO TTOYTOBBIX WJIN TeJIe(OHHBIX OITPOCOB, PACITPOCTPa-
HSIEMBIX CIIydallHBIM 00pa3oM Cpeau HaceJeHUs OIPOCHUKOB
WY BKJTIOUEHWMST B UCCIIEOBAHNE TOJTBKO JIUII, 0OPAaTUBIIUXCS K
Bpady IO TOBOAY CYOBEKTHBHBIX OLIYIIEHUM, COTIPOBOXKAAIO-
wnx CP. B EBponie Han6osbias yacrora CP otmeuaercs B Be-
nukoOputanuu 1 PpaHuuu, a HauMeHblas — B Mcnanuu u
Wramuu. B cTpaHax ¢ OTHOCHUTEIBHO XOJTOMHBIM KJIMMATOM Jac-
tota CP cyliecTBeHHO BbIlIE, YeM B CTpaHaXx ¢ 0oJiee TerUIbiIM
kuMaroM |[3]. [1uk 3a6oeBaeMOCTH TTPUXOAUTCS Ha 2—3-10 Jie-
Kany xu3Hu. Cpenn 6osbHBIX CP npeobamnaroT XKeHIIWHBI U,
M0 NAaHHBIM Pa3HbIX aBTOPOB, COOTHOLIEHUE XEHIIUH U MYX-
yiH KoJsreoetcs ot 2:1 1o 8:1 [4—6]. Bospact Havana CP y keH-
IIMH 3HAYUTEJTbHO MeHbIIe, yeM y MyxkuuH [6]. C Bo3pacTom
OTMEeYaeTCs] TeHACHIIUSI K TOBBIIICHWIO OJA MYXYWH CPEIu
6ompHBIX ¢ CP: Tak, B OMHOM U3 MCCIIEIOBaHUI COOTHOIIIEHNE
MYXYMH M XEHIIMH B Bo3dpacte 10 50 jeT cocrapisio 1:5,2, a B
Oousiee crapiieit Bo3pacTHoii rpymme — 1:1,1 [4].

IlaTorene3

Xotd co BpemeHu nepsoro onucanusi CP npoiiwio 6osee 150
JIeT, MaToGU3N0IOoTHs 3a00JIeBaHNS 10 KOHIIA HEesICHA U, TIO-BU-
IUMOMY, SIBJIsIETCST My TbTU(aKTOpHOU. CunTaeTcst, YTo mpudu-
HOW Ype3MepPHO BbIPAXXEHHOTO Ba30CIa3Ma B OTBET Ha MPOBOLIM-
pYIOIIME CTUMYJIBI SIBJISIETCST 1e(EKT LIEHTPAIbHBIX U JIOKAIBbHBIX
MEXaHU3MOB PeryJsiliui cocynucToro Tonyca. Cpeau 3Tux dak-
TOPOB BaXXHBIMU MPEICTABISAIOTCS COCYAUCTbIE IHAOTEIUAIb-
HblE, BHYTPUCOCYIUCTBIE W HENPOBETETATUBHLIC HAPYIICHUSI.
IIpu Bropuunom CP cymiecTBeHHBIM (haKTOPOM TaKKe SIBIISIOT-
Csl CTPYKTYpHbBIe u3MeHeHust cocynoB [7]. KioueByo poJib B re-
He3e CP wurpaer aucbanaHc Mexay Ba3oaujaTaTopaMu M Ba3o-
KOHCTPUKTOPAMU BCJIEACTBUE HAPYLIEHUI HEPOTeHHOI0 KOHT-
pOJIS COCYIMCTOTO TOHYCa U MPOAYLUPYEMbIX B F€MOLIMPKYJISi-
o Mearatopos [8]. Cpeay coCcyancThIX MEUaTOpoOB OOJBIIOe
3HAUEHUE TPUIACTCS U3MEHEHUSIM TMPOAYKLIUU OKCHIA a30Ta,
KoTopast y 00JbHbIX ¢ BropuuHbIM CP cHMXeHa, a TakXKe 3HJ10-
TeqrHa 1, cepoTOHMHA, TPOMOOKCaHa U aHTUOTEH3UHA, YPOBEHb
KOTOPBIX TOBBILLIACTCS 0 Bo3neicTBreM xonoaa [9—11]. Kpo-
M€ TOTrO, COCYIUCTBbII TOHYC PEryJuMpyeTcsl TaKXKe U JIOKAJTbHOM
HEPBHOUW CUCTEMON TOCPEICTBOM HEWPOPELENTOPOB U HEWPO-
MEeNTUIOB, BBIIEASIEMBIX M3 COOTBETCTBYIIMX 3(P(MEKTOPHBIX
HEPBHbIX OKOHYaHU. MI3BeCTHO, UTO O2e-aipeHOPELIeNITOPhI UT-
paloT BaXKHYIO poJib B TepMmoperyisiiuu [12]. Tlpu oxnaxneHun
MOBBIIIAETCS MPOAYKIIUS KUCIOPOAHBIX PalUKaioB, KOTOpbIE
akTuBUpYyOT Rho-KkuHa3y c mocienymouieil TpaHCIOKalMen
O2c-aIPEHOPELICTITOPOB Ha KJIETOUHYI0 MeMOpaHy |13, 14]. Hapy-
meHus 6anaHca psiia HepoOMeIaTopOB, BKIIIOYAsI CBS3aHHBIH C
TeHOM KaJIbIIUTOHMHA MENTU, HeliporenTua Y U areHThl, B3au-
MOJIEHCTBYIOILIE C O-aJpPEHOPELIENITOPAMU TakKXKe MPUBOIAT K
HeIOCTaTOYHOM Ba3oAWIaTallMU U MOBBILIEHHOW BA30KOHCTPUK-
uuu. Hapsiny ¢ atum B naroreHese CP nMmeroT 3HaueHue akTuBa-
1Sl TPOMOOLIMTOB U OKUCIIUTENIbHBIN cTpecc |7, 15].

Knaccudpukanus

J1o HaCTOSIILErO0 BPEMEHU MCHOIb3yeTCs MPEIIOXKEHHOEe
ewe B 1929 . nogpasnenenue CP Ha nepBUYHbIN (MaronaTuye-
CKUii, uu 6071e3Hb PeliHO) 1 BTOPUUHBII, aCCOLIMMPOBAHHBIH C
Ipyrumu 3aboseBanusiMu [2]. g BepuduKanm Kaxmoro u3
9TUX BapUAHTOB IMPEMIOXKEHBbl NUATHOCTUUYECKUE KPUTEPUU
nepBryHOro [16] u Bropuunoro [17] CP, ocHOBaHHBIE HAa KJIK-
HUYECKUX OCOOEHHOCTSIX, AAHHBIX JIAOOPATOPHBIX M WHCTPY-
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MEHTaJIbHBIX MccaenoBaHuil (Tadu. 1). KnmHnuyeckoe 3HaueHue
CP 00yci10B7I€HO €ro BBICOKOI pacnpOCTPaHEHHOCTHIO B IMOITY-
JISIUAY U YaCTOW acCOLMAMEN C IPYTUMU, HEPEIKO YTrpoXKaro-
LMY XKW3HU 3a00JieBaHUAMU (Ta01. 2).

B GonpmmmHeTBe cinyyaeB CP gBisieTcss MIMonaTuyecKum,
Ha ero pouto npuxoautcs 80—90% Bcex 6obHbIX [6, 18]. ITpub-
mu3uTebHOo y 15—20% nanueHnToB ¢ CP, y KOTOPBIX BBISIBIISIOT-
cs crienMbuIecKre ayToaHTUTeIa U/WiIn KamuuIIpOCKOIYIe-
CKUE U3MEHEHUsI, HO OTCYTCTBYIOT CUMITTOMBI 3a00JIeBaHUI CO-
C¢IMHUTEILHON TKAaHW, B JajbHelIIeM (OOBIYHO B TeueHHE 2
JIET) pa3BMBAETCSl TO WJIM MHOE 3a00JIeBaHUE COCTMHUTEIbHOM
TKaHu. Heo0XoaMMoO OTMETUTh, YTO aHTUHYKJIEApHbBII (hakTop
(AH®) nmeeT OTHOCUTETBHO HU3KYIO MPOTHOCTUYECKYIO 1IEH-
HOCTB JIJIs1 3a00j1eBaHMil coequHuTebHOM TKanu (30%), Torma
KaK BBISIBJIEHNE CTIEIIU(UIECKIX ayTOAHTUTEJT 3HAYUTEIHHO 10~
BBIIIIAET BEPOSATHOCTh BTOPUYHOTO XapakTtepa CP.

Hawnbonee yacro BropuuHbiii CP accomumpyeTcst ¢ cuctem-
Hoii ckieponepmueii (CCJl), cucTteMHOl KpacHOI BOJTYaHKOM
(CKB), napyrumu 3a00J1eBaHUSIMU COEAMHUTEIbHOM TKaHU, remMa-
TOJIOTMIECKUMM HapyILIEHUSIMU Y TIPUEMOM HEKOTOPBIX JIEKapCTB.

Kiunnyeckas kapTuna

daxropamu, MPOBOLMPYIOIIMMHU Ba30CIaCTUUECKHE peak-
1IMU, KOTOPbIE ellle Ha3bIBalOT aTakaMu PeiiHo, SIBISIIOTCST HU3-
Kasl TeMIiepaTypa OKpyXarouieil cpebl U/ 9MOLIMOHAbHbII
crpecc. Kimuanaecku CP nposiisieTcst 4eTKO OTrpaHUIeHHBIMU
ydacTKaMU TOCJIe0BaTeIbHOTO M3MEHEHUsS] OKPAaCKU KOXU
MajblieB: OJeIHast — CUHSST — KpacHasl, TaK Ha3bIBaGMBIN TpeX-
daznbrit CP (puc.l). IlepBbie aBe ¢a3bl U3MEHEHUS OKPaCKU
KOXM OTPaKaloT COCTOSIHME Ba3ocla3Ma U TUIOKCHU, a Tocie
OKOHYaHUs aTakKu Bazocra3ma BCIeICTBUE PeaKTUBHOM rurepe-
MUK KOXa IpuoOperaeT sIPKO-KpacHylo okpacky. Kiaccude-
ckue TpexdasHble ataku PeitHO oTmevatorcsi Tojbko y 15%
OOJIBHBIX, TOTHAa KaK B OOJBIIMHCTBE CIyd4acB HaOIIOHAIOTCS
nByX(da3Hble M3MEHEHUs OKpacku [5]. 3HauMTenbHas 4acTb
OOJIBHBIX TPEIBSBISIOT XKajJoObl Ha CEHCOPHbIE HapyLICHUS
(oHeMeHUe, MoKaJIbiIBaHue, 00J1b) BO BpeMsl aTaku PeiiHo.

Kaunuuecxkue ocooennocmu CP:

* HamboJIee YacTO U3MEHEHUsI OKpacku HaOJIOMAloTCsl Ha
naJjbliax KUCTe;

* U3MEHEHMS] HAUMHAIOTCS Ha OAHOM Tajblie, B JaJbHEM -
1IEM PaCIPOCTPAHSIOTCS Ha IPYTHeE MaJblibl U CTAHOBSITCS CUM-
METPUYHBIMU Ha 00EUX KUCTSIX;

* HauOoJsiee yacto Bomjiekatorcs II—IV manbubl Kucreit,
OOJTBINION TTasIel] 0OBIYHO OCTAeTCSI HEU3MEHEHHBIM;

° U3MEHEHUSI OKPACKU KOXH MOTYT OTMEUaThCs U Ha JIpy-
IMX yJacTKax: yIIHbIe paKOBMHbBI, KOHUMK HOCA, JTUIIO, Hall KO-
JICHSIMU;

* BO BpeMs aTak PeilHO BO3MOXHO MOSIBIEHME CETYATOTO
JIUBEZIO0 Ha KOHEYHOCTSIX, KOTOPOE TMPOXOIUT ITOCIe 3aBeplie-
HUS Ba30CTIa3Ma;

° B pPEIKUX CIIydasx HaOJfogacTcsl MopaXeHue sI3bIKa, 4TO
TPOSIBIISIETCSI €T0 OHEMEHHUEM U TPEXOASIIIMMUA HapyIIeHUSIMU
peuu (peyb CTAHOBUTCS HEBHSITHOI, CMa3aHHOIA).

Baszocmnasm 06b1uHO jututes 15—20 MUH 1 3aBepiiiaeTcst Obl-
CTPBIM BOCCTAaHOBJIEHWEM KPOBOTOKA, O YeM CBUJIETEIbCTBYET
WHTEHCUBHO PO30Basi OKpacka KOXHU (pPeaKTUBHAsI TUTIEPEMUS).
B 10 ke BpeMs yacTOTa 1 MPOIOJIKATETLHOCTh SITM30I0B Ba30C-
ra3Ma MOTYT BapbHUpOBaTh KaK y pa3HbIX OOJbHBIX, TaK U Y OII-
HUX M TeX e MalMEeHTOB B pa3Hoe BpeMs roaa (3uMoii boJiee
WHTEHCHBHbBIEC MPOSIBICHUS, YEM JIETOM).
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Tabnuua 1.
u emopuunoeo CP

NERUKMK

ﬂuaeﬁocmuttecxue Kpumepuu nepeuv4Hoco

JlnarHocTnyeckne KpuTepun

nepBuynbiii CP

Dnm30bI Ba3ocna3Ma IMoJI BIUSHIEM X0JI01a
MJIM SMOIIMOHAJIBHOI'O CTpECca

CI/IMMeTpI/I‘-IHOCTI) aTrak

OTcyTcTBrE HEKPO3a, U3bSI3BICHUI WU
TaHTPEHBI

OTcyTcTBYE TaHHBIX aHAMHE3a
1 00BEKTUBHBIX MPU3HAKOB BTopuyHOro CP

HopmasbHble KamuIsSpbl HOTTEBOTO JIOXA
HopmanbHas COD

OTpuLaTeIbHbIE Pe3yIbTaThl
uccienoBanus AHA

Bropuynbiii CP

PasButus 6ose3uu mocie 30 et

Onu30/1bl Ba3ocnasMa, COnpoBOXIAIOLIMECs
00JIbI0, ACMMMETPUYHbBIE WIN aCCOLIMUPY-
JoLMecs ¢ UILIEeMUYECKMMHU MOBPEXKICHMSI -
MU KOXU

KimHnuyeckue npusHaku, XapakTepHble
IS 3a00JIeBaHUI COeAUMHUTEILHOIM TKAaHU

BrisiBienue CHCHH@)H‘{GCKI/IX AYTOAHTUTET

TIpu3Haky mopakeHust MUKPOLIMPKYIISTOP-
HBIX cocynoB npu KHJT

IIpumenanue. AHA — antunykieapHble aHtutena; KHJI — kanuiisspockonusi HOrTeBoro Jioxa.

Tabmuma 2.
accoyuupyemcsa CP

3aboresanus u COCMOAHUA, C KOmMoOpbiMu

Accomuamus ¢ CP

AyToMMMYyHHBIE 3200/1€BaHNS:
CCJ
CKB
C3CT
IIM/TIM
PA
ClI
Backynutel
[MepBuvHast TerovHast TMIIEPTEH3US

UndexiumonHbie 3a001eBaHUA:
renatuT B 1 C (0co0eHHO accOlMUPOBAHHBII
C KpUOTJI0OYIMHEMUEN 3-T0 TUIIA)
MUKOTUIa3MEHHast MH(EKITHsI
(C XOJIOOBBIMM arrIIOTUHUHAMU)

HeonnacTnyeckue CHHAPOMBI:
uMboma
JIeiKOo3
Muesoma
Makporjo0yiuHeMust BanbieHcTpema
KPHUOMIOOYIMHEMUS] MOHOKJIOHAJIbHAS
uin 1-ro tumna
aJIeHOKapILMHOMA JIETKUX
paK sSIMYHUKa
aHTUolIEHTpUYecKas JuMdoma
JIpyTve mapaHeoIuIacCTUUecKe 3a001eBaHUsI

OK30reHHble (haKTOPDI:
BUOpaLlMOHHOE TIOBPEXIEHUE
BO3/IEUICTBIE BUHUIIXJIOPUIA
00MOpOXeHME
BO3IEICTBUE CBUHIIA
BO3ICHCTBUE MbIILIbSIKA

MertaboanyecKkue/SHIOKPHHHbIE CHHIPOMBI:
aKpoMeraius
MHKCEOEMa
Cca
(beoxpomoruToMa
60s1e3Hb Dadpu

T'emaTosi0Oru4ecKne CUHIAPOMBI:
MapoOKCU3MaTbHasi HOYHAsI TeMOTJIOOMHY PHST
KpuohUuOPUHOTEHEMUS
TTOJTULIUTEMHUST

VHayumpoBaHHBIi JTeKapCTBAMK:
OpaJbHBIC KOHTPALIETITUBBI
aJIKaJIOUIIBI CITIOPBIHBH
OpPOMOKPUNTUH
6eTa-anpeH00I0KaTOPbI
TIPOTUBOOITYXOJIEBBIC MTPETapaThl
(UMCIIaTUH, 6JIEOMULIMH, BUHOJIACTUH)
LVKIJIOCTIOPUH
uHTepdepoH anbda
METHCETHT

Ilpumenanue. C3CT — cmeniaHHoOe 3a00JieBaHUE COENUHUTEIbHOM TKaHu; JIM — nepMaToMuo-
3ut, [IM — nmonmumuo3ut, PA — pesmarouaubiii aptput, CLL — cunapowm Ilérpena,

CJI — caxapHblii 1uaberT.

Puc. 1. [{uano3 ducmanvhoix panrane nasvyes Kucmei
60 épems amaxu Peiino
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JInarHocTuka

Jnarno3 CP ycraHaBiauBaeTcsl B
TepPBYIO OYepeb Ha OCHOBAaHUM Xajlo0 1
KIMHUIECKNX CUMIITOMOB M CUUTAETCS
JIOCTOBEPHBIM TPU TIOJIOXKUTEIEHOM OT-
BETe Ha CJIEAYIOIIMX TPU BOIpoca:

1) OTmeyvaeTcst 1M HeOObIYHAS UyB-
CTBUTEJLHOCTD TAJIbIIEB K XOJI0MLy?

2) UzmeHsieTcs M LIBET NajlblEB
TIOl BO3/IelicTBMEM Xojona?

3) CraHOBSTCS JM OHM OEJIBIMHU
W/WIY CUHEBaThIMU?

IIpu 3TOM HazO yYUTHIBATH, YTO MO-
BBIIIIGHHAs] YYBCTBUTEJIBLHOCTh ITaJIbLIEB
KUCTeW K XOJIOMy BO3MOXHA U y abco-
JIIOTHO 3[0POBBIX Jofeit. Tak, mpu or-
poce mpubausutenbHo 7000 yenoBek,
nmoutu 12% 13 HUX OTBETUIU YTBEPIAM-
TEJIBHO Ha BOTIPOC O MOBBIIIEHHON YYyB-
CTBUTEJLHOCTH TAJBIIEB WU B IIEJIOM
KOHeuyHocTell k xonoxay [19]. Kpome To-
TO, XOJIOMHASI KOXa WIN HeodepueHHast
KparmyaTtasi OKpacka KOXXU MajbleB, KUC-
Teil U KOHEYHOCTE! B LIEJIOM CUMTAIOTCS
HOPMaJIbHBIM OTBETOM Ha BO3ZeiicTBHE
xosionna. Takoii Ipu3HaK, Kak ImooeIeHne
MaJIblIeB, SIBJISIETCS BBICOKO YYBCTBU-
TeabHBIM (94—100%) U BBICOKO CITeIH-
burunbiM (75—78%) nis CP [20].

[lodpazdenrenue CP, npednoscennoe
bpumarnckoii epynnoii no uccaedoganuio
ckaepodepmuu [21]:

e nocroBepHbiii CP — MoBTOpHBIE
SMU301bI ABYX(a3HOTO M3MEHEHMsS OK-
pacKu KOXU Ha XOJIOAE;

* BeposiTHbI CP — ogHOoa3zHoe u3-
MEHEHHE OKPAaCKU KOXM, COMPOBOXKIA-
olleecsl OHEMEHUEM WM TapecTe3neid
TIOJT BO3/IEVICTBMEM XOJIONIa;

e CP HeT — M3MeHeHUE OKpacKu
KOXMW TIOJ BO3AEHCTBMEM XOJIOAA OT-
CYTCTBYET.

Hapsiny ¢ auarHoctukoit CP He
MeHee BaXKHBIM sIBJISIETCS OIIpeeieHIe
ero KJuHuuyeckoit ¢gopmbl. [lepBuu-
Hblii CP B OOJNBIIMHCTBE CIy4aeB UMe-
€T YMEPEeHHO BBIPAXXEHHBI XapakTep,
U TOJBKO Y 12% GOJIbHBIX CUMITOMBI
00JI€3HU 3HAUYUTEJIbHO BBIPAXEHBI
[22]. CpenHuit Bo3pacT Hayajaa Iep-
puuyHoro CP — 14 net, u Tonbko B 27%
ciaydaeB ataku PeiiHO BIiepBbIe TIOSIB-
Js0TCs B Bo3dpacte 40 jeT u crapiie
[23]. B 1/4 cnyyaeB CP BcTpevaercs y
POICTBEHHUKOB TepBOil JMHUU [24].
BceM GONBHBIM ¢ BIEpBBIE BBISIBJICH-
HbIM CP, y KOTOpBIX UMEIOTCS KpPUTE-
puM, yKa3blBalol[e Ha BEPOSITHO BTO-
PUYHBIH €ro XapakTep, HeoOXoaumo
MPOBOAUTH CIELMaTbHbIE UCCIEea0Ba-
HUS ¢ Lesiblo nuddepeHIaTbHON A1-
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arHOCTUKM MEPBUYHOTO U BTOPUYHOTO
XapakTepa CHHApoMa. B mepByio oue-
penb cieayeT YTOUHUTH:

® UMEIOTCS JIX y TIAlIUeHTa CUMIITO-
MbI 3200JIeBaHUI COEAMHUTEILHON TKa-
HM, C KOTOPbIMU HauboJsiee 4acTo acco-
uuupyetrcss CP (apTpuThbl, MUAITUU, JTH-
XOopaaKa, «CyXOoil» CUHIPOM, KOXHas
CHITTb, KapIUOIyJIbMOHAIBHBIE HapyIIle-
HUS);

* MPUHUMAET JU OOJBHOI HA MO-
MEHT UCCJIeIOBAaHUSI KaKue-I1ubo mperna-
paTbl, OCOOEHHO XMMMOTEpaneBTUYe-
CKUE CPeJICTBa;

* MojBepraeTcs Ju 601bHON BUOpa-
VW WU APYTUM MEXaHWUYECKUM BO3IEWCTBUSIM, TPaBMUPYIO-
1M KUCTH;

e cBs3aHbl i1 3nu3oabl CP ¢ onpeneneHHbIMU MO3ULIMOH-
HBIMU U3MEHEHUSIMHU.

HecmoTpss Ha MAEHTUIHOCTb KIMHUYECKUX IPOSIBICHMIA
nepBUIHOTO U BropuaHoro CP, Mexy HUMU UMEIOTCST HEKOTO-
peie pazmuus. Ha BepositHocts BropudaHoro CP ykaspiBaioT
cIIeyIoNIe MPU3HAKY:

® [MO3IHUI BO3pacT Hayvaja;

* MY>XCKOM IOJI;

* OOJIe3HEHHBIEe SMM30IbI Ba3ocIia3mMa ¢ MpU3HaKaMU TKa-
HEBOU MIIEMUU (U3bSA3BIICHUS);

® aCUMMETPUYHBI XapaKTep aTak.

Heobxonnmo y4uThIBaTh, 4YTO KJIMHUYEeCcKUe TTpu3Haku CP
MOTYT Pa3BUTHCS YEPE3 HECKOIBKO MECSILIEB WU JIET TTOCIe Mep-
BbIX aTak PeitHo. MHCTpyMeHTaIbHbIEe U TaOOpaTOPHbBIE METOBI
WCCIIeIOBAHUST HAIIPaBJICHBI MPEXIe BCETO Ha YTOYHEHUE KIIM-
Hudeckoro BapuaHTa CP — nmepBuuHbIi win BTopuuHbiid. Han-
6osee MHOOPMATUBHOI CpeIr MHCTPYMEHTAIBHBIX METOIOB SIB-
ngercs KHJI. Metoa mo3BojisieT BU3yaJabHO OLEHUTD JIOKAb-
HYI0 KalWUISIPHYIO CETh HOTTEBOTO JIOXKa U BBISIBUTh CTPYKTYpP-
Hble M3MEHEHMsI KalWUIIPOB M HapyLIeHUs] KalmWUISPHOTO
kpoBoToka. [Ipu nepsuaHoM CP cTpyKTypHBIe U3MEHEHUST Ka-
MWUTSIPOB OTCYTCTBYIOT, HO BBISIBJISIIOTCS] DYHKIIMOHAIBHBIE Ha-
PYIIEHUST B BUZIE BHIPAXKEHHOTO CHUKEHUST CKOPOCTH KPOBOTO-
Ka B Kanmwuisipax Wiu BHYTPUKAMMUIIPHOTO crtasa. s BTO-
puuHoro CP xapakTepHbl U3BMeHeHUs pazmepa U GopMbl KarmJi-
JIIPHBIX METeNb, PEAYKINS KalIWUISIPHOM ceTu (puc. 2).

st iuddepeHumanuu nepBuyHoro u sropuyHoro CP uc-
TOJTB3YIOT U APYTHE NHCTPYMEHTATbHBIE UCCIIEIOBAHMS:

* JIa3epHYI0 JOTTUIEPOBCKYIO (DIIOYMETPUIO — METOI OLIeH-
KU KOXXHOTO KPOBOTOKA; C TIOMOIIBIO TTPOBOKAIIMOHHBIX TECTOB
BBISIBJISIIOT TOBBIIIEHHBIN Ba30cna3M M CHUXXEHUE Ba3oauiaTa-
LIMOHHOTO MOTEHLIMANA;

* TepMoTrpaduio — METOM, MO3BOJISIIONINIT KOCBEHHO Olle-
HUTH KOXHBII KPOBOTOK TI0 YPOBHIO TEMIIEPATypPhl KOXMW; Bpe-
MsI BOCCTAHOBJICHUST UCXOMHOW TeMIIepaTyphl KOXHU ITOCIIe OX-
JAXIEHUs W TPAAUeHT TeMIepaTypbl BIOJb Malblia OTPAXaloT
BBIPaXKEHHOCTDb MOpaxXKeHusi cocynoB [25]. Pasnuuus Temnepa-
TYPBI MEXy MOAYLIEYKON MalblieB U ThUIBHOW MOBEPXHOCTHIO
kucty >1 °C nipu temnieparype 30 °C, paBabie 70 u 82% coot-
BETCTBEHHO, MMEIOT TOJOXUTEbHYIO M HETATUBHYIO TTPOTHO-
CTUYECKYI0 IIeHHOCTD 1uis BoisiBneHus: CP, BTopuuHOTO 110 OT-
Homenuto Kk CCJI [26];

* TIeTU3MOrpaduio — ¢ TOMOUIBIO STOTO METOJa BO3MOX-
HO M3MepeHNe AABJIEHUs KPOBU B MAJIbLIEBOM apTePUU; CHUXKE-
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Puc. 2. a — kanuanapockonuueckas xkapmuna npu nepeuurom CP npakmuuecku ne omau-

yaemesi Om HOPMAAbHOU: HUCAO U pA3MeED KANUANAPOG HE UBMEHEHbl; O — KANUANAPOCKONU-

ueckas kapmuna npu emopuyutom CP: ymeHvuenue naomHocmu Kanuaisipog, Gblsaeastom-
¢ pacuiuperHvie Kanuaiapsl, eOUHU4Hble eemMoppazuu (cmpeaxa)

Hue nasieHus >70% mociie JOKaIbHOTO OXJIAX/ICHUsI yKa3blBa-
eT Ha BTopuuHbIi xapakrep CP (4yBCTBUTENBLHOCT — 97%); 1ist
CC/JI xapaktepHo cHmkeHue nasieHust 1o 0 mpu 30°C (crenu-
uunocts —100%);

° [IBETHOE JOMIUIEPOBCKOE Y3-CKaHUPOBaHWE — JaeT BO3-
MOXHOCTb BU3yaJIM3UPOBATh U U3MEPUTh AMAMETP AUTUTAIb-
HOW apTepuu, OLIEHUTb CKOPOCTb KPOBOTOKA, TU(depeHunpo-
BaTh MepBUYHBIN U BTOpuuHbIil CP [27].

Jns panHeit u nuddepeHmaaIbHON TMarHOCTUKY TIepBUY-
Horo 1 BropuyHoro CP pexomeHmyeTcst mpuaepXuBaThCs ajiro-
puTMa, MpeAcTaBIeHHOTo Ha puc. 3. [AuddepeHunanbHyO 1u1-
arHoctuky CP cienyet nmpoBoAUTb B IEPBYIO OUEPeb C AKPOLIM-
AQHO30M, KOTOPBIi1 BCTPEYaeTCsl MPEUMYILECTBEHHO B MOJIOJIOM
BO3pacTe 1 XapaKTepu3yeTcsl MPOIOKUTEIbHBIM IMaHO30M KU -
CTel WM CTOTI, YCUTUBAIOIITUMCST IO/ BIIMsTHUEM Xojona. Heko-
TOPBIE COCTOSTHUSI MOTYT OBITh OIIMOOYHO paciieHeHbl Kak CP.
K HuM oTHOCSATCSI KapmanbHbIi TYHHEJIbHbBIN CUHAPOM, pediie-
KTOpHasl cuMnarudeckast IucTpodusi, CMHHIPOM BepxHeil amnep-
Typbl. Bce 3T CMHIPOMBI CBSI3aHbI C MEXaHUYECKUM MOBPEXIE-
HMEM HEePBHO-COCYIMCTOTO IyJyKa BepXHUX KOHeuHocTel. Oco-
00e BHMMaHUe CliefyeT 00paTUTh Ha TIPUEM TaKUX TIPerapaTos,
KaK uHTepdepoH anbda, MPOTUBOOIYXOJIeBbIe CpeacTBa (Iuc-
MJIaTuH, 6JEOMULIMH, BUHOIACTUH U Op.), OeTa-aapeHobI0Ka-
TOPBI 1 OPOMOKPUIITUH. Takoil mpu3HaK, Kak ceTyaToe JUBEIO,
HabofaeTcsl Takxke MpPU BacKyJuTaX, aHTUPOCHOIUMUIHOM
CUHIPOME W OKKJTIO3UBHBIX MOPAKEHUSIX TIepreprIecKX CO-
CYZIOB, TIPU KOTOPKIX B oTnune oT CP 3TOT nmpusHak nmeer yc-
TOMUMBBIN xapakTep. Ha 3amMep3aHne KoHEUHOCTeil, uX oHeMe-
HME ¥ TTOKaJTbIBaHKUE JOBOJIBHO YACTO KATYIOTCS MallMeHTHI C 3a-
OoseBaHUSIMM TiepUbEePUUECKUX COCYIOB, COMPOBOXAAIOLIM-
MHUCsI CHIDKeHUeM KpoBoToka u uiiemueii. [Ipu CP B omiimaune
OT 3aboyieBaHUl Mepu@epruyecknX COCYIOB yKa3aHHbIC CHUM-
TITOMBI HAOJIOAIOTCST TOJTLKO BO BPeMsT Ba30ocIa3Ma U TOJTHO-
CTBIO TIPOXOJISIT TIOCJIE 3aBePIIeHUs aTaku PeifHO 1 BOCCTaHOB-
JIEHUSI KPOBOTOKA.

TeueHue v NPOrHoO3

TlepBuunbiit CP uMeeT GaaronpusiTHble Te€YEHUE U TPO-
rHO3. B T0 ke Bpemst ipu U Te TbHOM HaOJIOAeHUH (B CpeTHEM
12 net) 307 xxenuuH ¢ CPy 38% 13 HUX U3MEHEHMIT He HA0JTI0-
Janoch, y 36% oTMevanoch YMEHbIICHUE YacTOThl U BbIPaXKeH-
HOCTH atak PeiiHo, y 16%, Ha060pOT, — HapacTaHUE BbIPaKeH-
HOCTH KJIMHUYECKUX CUMIITOMOB, a eie y 10% mniposiBienust CP
ucuesnu [28]. I1pu npocreKTuBHOM HaOMoaeHun 60bHbBIX CP
B TeUeHUe 3 JIeT pa3BUTHE 3a00IeBaHUS COeTMHUTETLHOM TKAaH!
ObUTO ycTaHOBJIEHO y 10% MAlMEeHTOB ¢ MCXOIHBIM TUATHO30M
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Junarno3 CP nmoarsep:kiaeTcs Mpy NOJIOKUTEIbHBIX OTBETAX HA BCe 3 BOMpoca:
1) OT™MeuaeTcsi 1M HEOOBIYHAS YYBCTBUTEIbHOCTD NMAJBIIEB K X001y ?
2) M3mensieTcs JiM 1BET NAJIbIEB O] BO3AEHCTBHEM X0J101a?
3) CtaHOBATCS JI OHA O€JIbIMA HJTH CHHEBATHIMH ?

Y

N ckmounTh NoTeHMAIbHbIE MPUYUHHBIE (DAKTOPBI: JIEKAPCTBA M TOKCHHBI;
3K30reHHble (DaKTOPbI; NpoecCHOHATbHbIE BPEJHOCTH; HEHPONATHIO; CHHIPOM 3aNsCTHOTO KaHajla

Y

Y

IIpu oTpunAaTETBLHBIX Pe3YIbTATAX
ompoca, ocmotpa 1 KHJI
JUATHOCTHPYIOT nepBuyHblii CP, najis-
Helilliie NCCIIeI0BAHNS He MPOBOASAT

Y 00JIbHBIX ¢ MPU3HAKAMH CHCTEMHOTO
3200J1€eBAHNS UCCIEAYIOT OOIIMiA U OMO-
XMUMHYECKHii AaHAJIM3bI KPOBH, OOIIHii
anaamn3 Moun, AH®, PD, ayroanturena,

IIpn acnmmeTpuanom CP u AL,
OTCYTCTBHH IYJIbCA MPOBOJASAT:
mieru3Morpacduio;
V3T cocynos;

yposenb C3—C4

aHruorpauio

Y

IIpu oTpunIaTENbLHBIX PE3yabTaTax
HCCIIEAYIOT: (DYHKLHIO HIUTOBUIHON

IlonoxuTeabHbIE Pe3yIbTATHI
YKa3bIBaIOT HA peBMaTHYECKOe

JKeJie3bl, KPHOIIOO0YJIMHbI, TIPOBOJST LT, 00 IUTEPUPYIOMINIA TPOMOAHTUNT.
> > CCl, CKB, C3CT, AM/IIM, CIII, . ’
ajieKkTpodope3 0eJKoB H3CT CHHJIPOM BepXHeil anepTypbl

W3MeHeHHs1 YKa3bIBAIOT HA 3200/1€BAHKS
apTepHii: BACKYJIUT, aTepPOCKJIEPO3,

Y /

OTpunareibHbIe Pe3yJIbTATHI
YKa3bIBalOT Ha nepBuuHblii CP

ITos0KUTETbHBIE PE3YIBTATHI YKA3bIBAIOT HA:
ONyX0J1b, KPHOLTOOYINHEMHIO, KDHODHOPHHOTEHEMHUIO

Puc. 3. Auaenocmuueckuii aneopumm CP. H3CT — nedughgpepenyuposantoe 3abonesanue coedunumenvoil mxanwu, PO — peemamouonbiii
gaxkmop, Y3/II' — yavmpassykosas donnaepoepagus, A — apmepuanvroe daérerue

«BEPOSATHO BropuuHbIii CP» M HM B OOHOM CJIy4yae IeEPBUYHOIO
CP [29]. I1pu 6omnee pnutenbHOM cpoke HabmoneHus (12 ier)
pa3BuTHe 3a00JIEBAHMS COEOUHMUTEIbHOM TKAHU OTMEYAIOCh
yke y 30% 6osbHbBIX ¢ BeposATHO BTopuuHbIM CP 11y 9% ¢ nep-
BuuHbIM CP [30]. To manubM DpeMUHTEMCKOro MCCIenoBa-
aust, y 81 (12,6%) u3 639 6onpHBIX CP B cpentem vepe3 10,4 ro-
na (0,6—27,9 rona) pasBUIIKCH IIPU3HAKK IPYTOro 3a00JI€BaAHMS
[31]: HauGosee yacto 310 661 CCJI (v 53 13 81, mmm 65% 6071b-
HBIX) M CMeIaHHOe 3a00JieBaHME COCOAMHUTEIBHON TKAHU —
C3CT (y 8 u3 81, unu 10% GOJIBbHBIX).

IIpu BropuyHoMm CP mporHo3 omnpezessieTcsl B MEPBYIO oue-
peIb TSDKECThIO 3a00J1eBaHMs, C KOTOPBHIM OTMEUaeTCsT ACCOIMALIMSI.

Jleuenne

Jleuenne CP KoMILIeKCHOe, BKIIIOYaollee KakK MeauKa-
MEHTO3HYIO Teparnuio, Tak u ¢puzndyeckue metoanbl. Lleaecooo-
Pa3HOCTb XUPYPTrUYECKOIo JieyeHHUs (IlIeiiHasi CUMMATIKTO-
MMST) CUMTACTCST CITOPHOM, TaK KaK OHO JaeT TOJbKO BpeMEH-
Hoe ynyuiieHue. [Ipu BBIpakeHHBIX UIIEMUYECKUX Hapyllle-
HUSX Y 001bHBIX ¢ BTopudHbIM CP Gosiee ahdeKTUBHA TUTH-
TaJlbHass CUMIATIKTOMUSI.

IIpu neuenun CP caemyer nmpuaepXuBaThCsl CIEIYIOLINX
MPUHLIMIIOB:

* XapakTep M 00beM Tepaluy 3aBUCIT OT MHTEHCUBHOCTH
arak PeifHO 1 OCJIOXXHEHUIA;

* JIeYCHUE CUMTACTCS YCITCITHBIM TP YMEHBIIEHUN BbIpa-
JKEHHOCTH aTakK U OTCYTCTBUM HOBBIX MIIEMUYECKUX MOBPEXK-
JICHUIA;

e npu nepBuyHoM CP jekapcTBeHHas Tepamusl MoKa3zaHa
MPEUMYIIIECTBEHHO B 3UMHEE BPEMSI;

e ipu BTopryHOM CP BceM OOJIBHBIM CIIeyeT MPOBOIUTH
IUTUTEJIBHYIO JIEKAPCTBEHHYIO TePaITuio;

n

* 1mpu Hea(DHEKTUBHOCTA MOHOTEPATTMY BO3MOKHO COUe-
TaHWe TperapaToB CUHEPTUYHOTO MEUCTBUS W3 Pa3HBIX
Tpymm.

Hunst neyeHust CP mpuMeHSIOT IIMPOKUIA CIIEKTP JiIeKapCT-
BEHHBIX CPEICTB Pa3HBIX KJIACCOB, OTIMYAIOIINXCS MEXaHU3-
MoM gaeiictBus (Tabj. 3). B ocHOBHOM 3TO mpenaparbl, oKa-
3bIBAIOLIME COCYI0paACIIUPSIOlIee NeCTBUE 3a CUET paccaald-
JIEHUsI TIAIKOMBIIIEYHBIX KJIETOK COCYAWCTOW CTEHKM TIO-
CPEeICTBOM BO3JEWCTBUS Ha pa3Hble (PU3MOTOTUYECKUE TIPO-
LiecChl WJIK OJIOKUPYIOLIHUE COCYIOCYKMBAIOLIE PEAKLIVU.

Brokatopsl KanablIMeBBIX KAHAJIOB, CBSI3bIBASICh C TOTEHLIM-
aJI-3aBUCMBIMU KaJIbIIUEBBIMUA KaHaJIaMU, TTONABJISIOT TIPUTOK
Ca'" B xJIeTKy. /10 HaCTOSIIIETO BpeMEHM KaJlbLIMEeBbIe 0JI0KATO-
pHI ocTaroTcs TpernapatamMu Beioopa pu CP [7]. I1pu atom co-
cymopacuimpsiioniee aeicTBre Ha rnepudepuieckue COoCyabl
0Ka3bIBaIOT TOJIbKO TUTUIPONUPUANHOBBIE TPOU3BOIHbBIE KAJIb-
LMEeBbIX OnokaTopoB. MeTaaHanu3 uccienoBaHuil 3bdexTuB-
HOCTM 3TUX TIperaparoB MMOoKa3al, YTO TUTUAPOIUPUINHOBBIE
MPOU3BOJIHbIE OJIOKATOPOB KAJIbLIMEBBIX KAHAJIOB OKa3blBAIOT
yMepeHHoe BiusiHue Ha TeueHune CP, ymeHbImas gactoty aTtak
Bazocma3ma Ha 2,8—5 31130108 B HEJEJIO U X BBIPAXKEHHOCTh
B cpenHeM Ha 33% [32]. B ximMHu4YecKoii mpakTrke Haubosiee
4acTo MPUMEHSIIOT TaKue Mpenaparbl, Kak HUGEeIunuH, HUKap-
IUTIMH, aMJIOTUTTAH U DEJIOIUTINH, TIPY 3TOM ISl YMEHBIIICHMS
YaCTOThI MOOOYHBIX 3(DDEKTOB MPEANOUTEHNE OTAAIOT Mpernapa-
TaM MPOJIOHTMPOBAHHOTO AeicTBUs [7]. JleueHne HauMHAIOT C
MUHUMAJIbHBIX 03, C TIOCTETIEHHBIM MOBBILIEHUEM JO3bI 10 MaK-
cumanbHO 3 dekTuBHOM. CpenHecyTouHas 103a HUGbeAUTUHA —
30—90 mr. OgHaKO B TPETH CJIydyaeB MMEIOTCS MPOTUMBOITOKA3a-
HMS JUIST Ha3HAYeHUsT HUMeIUIMHa WM pa3BUBAIOTCS MO00Y-
Hble 3 deKThl (apTepuaibHas TMIOTeH3Usl, TaXMKapaus, ro-
JIOBHAs 0OJTh, MpeTUONATbHAS MUKCeIeMa U Jp.).
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Mexanusm JeicTBus

Bazomgunaranust 3a cuet nopasienus Bxoma Ca™ B KIIETKY

AHTUONPOTEKTUBHOE JEHCTBHE

Bazoaunaraius AHTUArperaHTHOC JieiicTBrE

Bazonunaranus 3a cuet HakorieHus ul M@

DHIOTEeNI-He3aBUCUMAsT BAa30UIIATALINS

[TonaBneHue BAa30OKOHCTPUKIIMN

Biokana Ba30KOHCTPUKIIMU

Biusinue Ha HelipoperysiLuIo COCY10B

biokana az-agpeHopelenTopon

Tabnuua 3. Jlekapcmeennve cpedcmea, npumensemoie 041 nrevenus CP
Kunacc npenaparos Ha3spanue
BiiokaTopbl MeIEHHBIX KAJIBIUEBBIX KAHAIOB Hudbenumux
(KaJbLeBble 6JOKATOPHI) AMIIOAUITUH
Hcpanunun
Jnntuazem
BiokaTopsl pelientopoB aHruoreH3uHa 11 Jlozapran
TTpocTarnaHaMHbI AnnpocTaaui
Mnomnpoct
WNurnduropsr ®19-5 CuneHacbun
Tapanacun
Bapnenacun
Hwurpatst
AHTaroHUCTHI PEIETITOPOB SHAOTETMHA | BozeHtan
AMOpU3eHTaH
Aunbha-aapeHo6J10KaTopb TIpazo3uH
MHruouropbl 06paTHOro 3axBaTa CEPOTOHMA DyokceTH
Kerancepun
WNuruburtopsl Rho-KuHazb (OFTO%1170)1
CraruHbl ATOpBacTaTuH

AHFI/IOHPOTCKTI/IBHOC nercTBue

Ilpumenanue. ®1D-5 — bochonuacrepasa 5-ro Tuna, il MO — HUKIMYECKUI TYaHO3MHMOHOMOChAT.
|

WccrnenoBanusi HEOONBIIMX TPYMI OOJbHBIX HE TMOKa3aau
KJIMHUYECKU 3HAUMMOTO cocyaopaciuupsitoniero 3 eKkra MHI -
OMTOPOB aHTMOTEH3MHIIpeBpalaiero gepmenrta (AIIM) [33,
34]. B uccinenmoBanuu [35] orMeuanaoch TOCTOBEPHO OoJjiee BbIpa-
JKEHHOE TI0 CPaBHEHUIO ¢ HU(EAUITMHOM YMEHBIIICHIE YaCTOTHI
aTak BazocIa3Ma y OOJbHBIX ¢ IepBUYHBIM 1 BTOpuIHBIM CP 110-
cie 15 Hen neyeHUsT 6JJOKATOPOM pelieNTOPOB aHTuoTeH3uHa [l
Jio3apTaHoM. DTOT 3(hdeKT ObuT Oosiee BhIPaKEHHbBIM Y 00JIbHBIX
¢ nepBuuHbIM CP. HeoOXoauMBbl JanbHelIIe NCClIea0BaHMsT IS
MOATBEPXKIACHUS KIMHUUYECKOUW 3(h(MEKTUBHOCTH WHTMOMTOPOB
AI1® u 610KkaTopoB perienTopoB aHrnoTensuHa I mpu CP.

[Tpu HemocTaTrouHOM 3(DheKTe 6JIOKATOPOB KAIBLIMEBBIX Ka-
HaJIOB M/WIN JAPYTruX Ba30IUIaTaTOPOB MOTYT OBITh 3(eKTUB-
HBIMU CUHTETUYECKHE CTaOMJIbHBbIE (pOopMbI MpocTariaHauHa I»
(mnonpocr, anonpocteHon) u Ei (anmpoctamwn) [36]. TepaneBtu-
YecKoe JEMCTBUE CTaOMIbHBIX aHAJOrOB IpOCTarIaHIWHa 00y-
CJIOBJICHO TEM, UTO OHU SIBJISIIOTCSI CMJTBHBIMU Ba30IMJIaTaTOpaMu
v uHruouropamu TpoMmoOouutoB. [To nmaHHbIM KoxpaHoBCKOro
003opa, y 6oabHBIX CP, accormupoBanHbiM ¢ CCJI, miomnpoct
YMEHbIIIAeT YaCTOTY U BbIpaKeHHOCTb 3IMU30JI0B Ba3oca3ma, yc-
KOPSIET 3aXKUBJICHUE W TTPEAYITPEKIAET MOSIBJICHNE HOBBIX JUTH-
TaJIbHBIX 513B [37]. B TO e Bpemsi MoKa3aHo, YTO y OOJIbHBIX, Jie-
YEHHBIX TIPOCTaHOMIAMU (MIJIOTIPOCT, aJIMPOCTAINIT), TOCTOBEPHO
yalie OTMEYaloTCs KapIMOBaCKYJISIpHbIE OCIOXHEHUS (MH(apKT
MUOKapaa, UHCYJBT) MO CPaBHEHUIO C OCTAJIbHBIMU OOJBHBIMU
(14 u 2,4% cootBercTBeHHO) [38]. YacToTa 3THX OCIOXHEHUIA
OblJ1a 3HAYUTETBHO OOJIbIIEH Y OONBHBIX C BHICOKMM KapauoBa-
CKYJISIpHBIM prCcKOM (60 1 5,2% COOTBETCTBEHHO). DTU JTaHHBIC
YKa3bIBalOT Ha HEOOXOAUMOCTD TIIATETbHOM OLICHKH Y BCEX 00JIb-
HBIX ¢ BropudHbiM CP KapanoBacKyJIsIpHOTO pucKa 10 Hadajia
JIe4eHUsT MpocTaHouaaMu. JI1sl yMEeHbILIEHHST pUCKa BO3MOXKHBIX
COCYIMCTBIX OCJIOKHEHMI1 MPEANOYTUTEbHO Ha3HAUEHUE MUHU-
MaJIbHBIX 3(P(PeKTUBHBIX CYTOYHBIX 103 MpocTariaHanHoB. Takoit
MoaXo omnpasaaH TeM, 4To y 6osbHbIX CCJl HU3KME 103bI UJIO-
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npocta (0,5 Hr/KT B MUHYTY) OKa3bIBaeT TaKOe XKe NEHCTBUE, KaK
U €ro BbICOKME a03bl (2,0 HI/KT B MUHYTY) [39].

Nuruduropsr ®IID-5, sBstolMecs: MOLIHBIMM Ba3oauiaTa-
TOpaMU, CTATH MIPUMEHAThCs B iedeHN CP oTHOCUTEThHO HeaB-
HO — ¢ Havata 2000-x romos [40]. Cocynopacimpsitonuit 3hhexT
3THUX MpernapaToB O0YCIOBJICH TToAaBIeHNEM akKTUBHOCTH DJID-5,
MpeBpalalolIel aKTUBHYIO IUKIMYecKylo ¢opmy ul M®D B Heak-
THUBHYyIO TuHeiHy10. [Tonasnenne aktuBHocTr DAD-5 mpuBOANT K
BHYTPUKJIETOYHOMY HAKOIICHUIO M TIPOJIOHTAIINU JIEUCTBHUS
1l M®, KOTOpPBIiT BHI3BIBAET PEJIAKCAIIMIO TIIATKOMBIIIIEIHBIX KIIe-
TOK 3a cueT ycuiieHHoro Beixofa Ca'* m3 kireTok. [1epBbIM 1 MoKa
HanboJjIee 4acTo MpUMeHsIeMbIM MHTUOMTOpoM DID-5 saBisiercst
cunaeHadw. B HECKONBKUX HEOONBIIMX TUIALIE00KOHTPOIMpPYe-
MBIX WJIM OTKPBITBIX UCCAEIOBAaHMSIX TTOKA3aHO YMEHbIIIEHUE Yac-
TOTBI U JuTUTeNIbHOCTH atak CP 1 yiydineHue 3aKUBICHUST TUTH-
TaJdbHBIX 513B y 00sibHBIX CCJI, teueHHbIX cuiieHaduaom [41—44].
AHaJIOTYHbIC JaHHBIC TMTOJYYeHBI W TIPU MPUMEHEHUU JIPYTroro
uHruouropa ®J19-5 — tamanaduia, OTIMYAIOIIETOCS OT CHJIIEHA-
(una 6osee MpoaoIKUTETBHBIM AeiicTBUEM [45]. BmecTe ¢ TeMm B
HEKOTOPBIX MccneaoBaHusIx y 601bHbIX CP a¢hhekTMBHOCTL MHIM -
outopoB DJID-5 He oTIMYANach OT TAKOBOW Iianebo [46, 47].
Bo3MoxxHO, 3TO CBSI3aHO C TeM, YTO M3MEHEHUS] OKUCITMTETbHO-
BOCCTaHOBMTEJIBHOTO TIoTeHIMaa rmpu CP BeayT K 06pa3oBaHIIO
HEYYBCTBUTETbHOI K OKMCH a30Ta PACTBOPUMOI TyaHMIMIIIIKIIA-
3b1 (pI'LL), Katanusupyioliei peakiuio oopasosanus I M u3 ry-
aHo3uH TpudocdaTa. B 3TOM OTHOLIEHUM NPEACTABISIETCS Mep-
CIIEKTUBHBIM IIPUMEHEHNe TIperiapaTta HOBOTO Kjlacca, CTUMYJISITO-
pa pI'll puonuryaTa, neficTBe KOTOPOrO HE 3aBUCUT OT OKCHAa
azora [48]. PerpocniekTBHBII aHAM3 6€30MTAaCHOCTH WHTUOWTO-
poB ®J1D-5 nmokaszai BEICOKYIO YaCTOTY TOOOYHBIX 3(P(HEKTOB CUIT-
neHaduaa, B MIEPBYIO odepeab KapauaabHbIX, Y 60abHbIX CC/ ¢
npeiiecTByolMU usmeHeHusiMu DKI™ u aputmusimu [49]. D1
HaOJTI0IEHST TOATBEPKIAI0TCS JTaHHBIMM AT€HTCTBA I10 JIEKapCT-
BaM 1 nuieBbIM rpoayktam CLLIA o ToM, 4yTo cepbe3HbIe KapIuo-
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Ilepsuunbiii CP

Bropuunbiii CP

N3menenue 00pa3a Ki3HN U NPUBbIYEK

W3menenue 00pa3a KIU3HU U MPUBbIYEK

Caenyer u3oeratb nepeoxiaxaeHusi, HOCUTh TEILTYIO O/IEXLY,
OTKa3aThCsl OT KypeHusi, He MCHO0/Ib30BaTh CUMIATOMUMETUKH

Heo06xonumo Jiedenne 0CHOBHOTO 3200JIeBaHNUS, N30eraTh nepe-
OXJIA2K/IEHNSI, HOCHUTD TEILIYI0 OJ€XK/Y, OTKa3aThCs OT KypeHHus,
He WCIHO0JIb30BATh CUMIIATOMAMETHKH

BasogunatauuonHas Tepanus

CraOnibHOE COCTOSHHE

Bbl])a)l(e]-lﬂaﬂ HIeMust, / JUTATAJIbHbIC
S3BbI

|

JIMTeNIbHO IeCTBYIONINE KAIbIEBbIE
0JI0KATOPbI, HUTPATHI JJI5I MECTHOTO
NpUMeHeHust

JIMTeNIbHO AeCTBYIONINE KATbIEBbIE
0JI0KATOPbI

JUMTeNbHO AEiiCTBYIONME KabIHeBbIe
0JI0KATOPBI ¥/WIH HUTPATDI LISk
MECTHOTO NPUMEHEeHHUs1, ACTUPHH U/
renapyH, NPOCTALIAHINHBI,
unruouTops ®IHD-5

JITATEIbHO JEHCTBYIOMME KAIbIEBbIE
0J10KaTOPbI + HATPATHI TSI MECTHOTO
npuMeHeHns Wi uHruouTopsl GJID-5

IMpodunakTuka IMrMTAIBHBIX 3B

|

JIONOJHUTEIbHO CTATHHBI ¥/ MJIH WHIH-
OUTOPBI perienTopoB anrnoTensuna Il

AHTArOHHCTBI perenTopoB SHAOTeMHA 1
(mpu CCJI) unu unrudutopsr GJID-5

Puc. 4. Areopumm seuenus CP [75]

BaCKYJISIPHBIE OCJIOXHEHUS cocTaByisiior 10—15% Bcex moGOYHBIX
a(ddekroB cunaeHabmaa [48]. DTo menaeT HEOOXOMUMBIM, KaK 1
MpY Ha3HAYCHUU TIPOCTArJaHIMHOB, TIIATEIbHYIO OLIEHKY BO3-
MOXHOT'0 KapIMaJbHOIO prcKa 0 Havyajla 1 B Mpoliecce Teparnuu
nHruonropamu OIAD-5.

ITpu sneyeHus CP mpuMeHSIOTCS JieKapCTBEHHbIE (DOPMBI
HUTPATOB JJISI MECTHOTO TpaHcAepaMaIbHOTO BosaeiicTeus. [1pu
MECTHOM TIPUMEHEHUU HUTPOTJIUILCPUH 3HAYMTETBbHO YMEHB-
11aJ7T BBIPaKEHHOCTD 1 YMCJI0 aTak PeitHo y OOJbHBIX ¢ MepBUY-
HbIM U BTopuuHbIM CP, a Takxe yaydinaa 3akKMBJAEHUE IUTH-
TaJIbHBIX 3B [50, 51]. OnHaKO MCIOIb30BaHWE HUTPATOB Orpa-
HUYMBAETCsI BRICOKOI YacToToif (10 80%) 11060UHBIX 23(DhEKTOB,
B IIEPBYIO Ouepelb TOJIOBHOW 00u. B GosblioM miianeboKOHT-
poJMpyeMOM HMcclienoBaHuu, BKiodaBiieM 219 6ombHBIX ¢ CP,
ObL1a MokazaHa 3 (MEKTUBHOCTE MUKPOIMYILCUU HUTPOIJIULIEPU-
Ha B Buze resst (MQX-503) [52]. [ocae 4 Hen neyeHust MQX-503
JIOCTOBEpHO (IO CpaBHEHMIO C Iulauedo) cHuxkan cuer CP
(Ha 14,3 n 1,3% cOOTBETCTBEHHO); HE HAOIIOIATI0Ch Pa3INIMil B
IUTUTeTbHOCTU 1 yacTtoTe atak CP mpu ouienke mo BAILLI, a wac-
TOTa MOOOYHBIX 3(D(HEKTOB OblJIa OAMHAKOBA B 00CUX TPYIIIIaX.

IToMuMo npemnapaToB, OKa3bIBAIOIIMX MPSIMOE COCYIOPACIITN-
psironiee aeiictBue, st aedenus CP mpuMeHsIoT nmpenapathbl, 0710-
KUpYIOIIMe BazocnacTiyeckue peakimu. K HUM OTHOCSTCSI aHTa-
TOHUCTBI PELIETITOPOB SHIOTENNHA 1, KOTOPBIN SIBJIsieTCsl HarboJiee
MOIITHBIM U3 U3BECTHBIX BA30KOHCTPUKTOPOB. JTUTETbHOE ACICT-
BME SHIOTEMHA BBI3BIBACT TAKXKE PEMOICTMPOBAHUE COCYIOB 3a
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cueT mposmdepaui TIaIKOMBIIIIEUHBIX KJIETOK W TUTIEpTpodrm
MBIIIIEYHOI 000JI0UKM cocyaucToii creHku [53]. [TepBbIM mpencra-
BUTEJIEM 3TOI TPYIIIIbI MPENapaToB sIBsieTcs] 003eHTaH — Hecese-
KTUBHBII aHTarOHUCT PELIENITOPOB SHIOTEIMHA, CBS3bIBAIOLLUI
peuentopel A- u B-tuna. B uccnemoBanHusix RAPIDS-1 u
RAPIDS-2 6b110 nokaszaHo, 4To 003eHTaH IO CPaBHEHMIO C Tlia-
11600 YMEHBILIAET YacTOTy 00pa30BaHUsI AUTUTAIIBHBIX sI3B Ha 48%,
HO HE BJIMSIET Ha CKOPOCTh UX 3aXuBjieHus1 [54—56]. Bo mHOrmx
OMMCAHUSIX CEPUU CITy4yaeB OTMEYATNCh YMEHBIIIEHUE YaCTOThbI
aTtak 1 BbIpakeHHOCTH BropuuHoro CP, a Takxke yJIydileHue 3axKu-
BJICHMSI TUTUTATIBHBIX 513B [S7—63]; Hapsimy ¢ 9TUM B JPYIMX Ha-
OJTIOIEHUSIX HE BBISIBJICHO MPU3HaKOB yiyuiieHust CP [64].
Hpyrum KJraccoM TperaparoB, OJIOKUPYIOIINX Ba30CIacTH-
yecKue peakiuu, SIBISIOTCS anbda-anpeHoonokaropsl. [Ipen-
CTaBUTEJIEM 3TOU IPYIIIILI TIPENapaToB SIBJSIETCS MPA303UH, KO-
TOPbI OJIOKUPYET MOCTCUHANTUYECKUE OLi-aJAPEHOPELENTOPHI.
B HeGobIIMX KIMHUYECKUX MCCIEIOBAHMSIX IMOKAa3aHO, 4TO
Mpa303UH 3HAYUTEJIbHO YMEHbIIAET YUCIO U UHTEHCUBHOCTh
atak PeitHo y 6onbpHbIx CCJI [65]. HecMoTpst Ha Graronpusr-
Hble 2GhdeKTh, TOO0OYHBIE peakiuu (cepaiedueHune, apTepu-
aJbHas TUTIOTEH3Us U JP.) OTPaHUYMBAIOT TPUMEHEHUE Tperia-
pata ripu CP. B aTOoM OoTHOLIEHUM OoJiee MPearnoYTUTEIbHBIMU
SIBJISIIOTCSI TIpernapaTthl, CEJIEKTUBHO OJIOKMPYIOIIUE Oe-aIPEeHO-
PEeLENnTOPbl, KOTOPbIE UTPAIOT BAXKHYIO POJIb B TEPMOPETYJISILIAM.
Ponb ceporonnna B maroreHeze CP octaercs HesiCHOM,
BMECTE C TeM B HECKOJIBKMX MCCIIENOBAHUSX TTOKA3aHO TIOJIOXM -
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TeJIbHOE BJIMSIHUE MHTUOUTOPOB OOPATHOIO 3axBaTa CEpOTOHU-
Ha ¥ aHTaronuctoB SHT:-pelienTopoB cepoTOHMHA Ha MPOsIBJIC-
aust CP [66—70]. MeraaHanu3 3(p@GEeKTUBHOCTA WHIMOUTOpA
00paTHOTO 3axBaTa CEPOTOHMHA KeTaHCceprHa y 60JbHBIX CP He
BBISIBUJI €T0 TTOJIOKUTEIBHOTO BIMSIHUA Ha TeueHre CP y 60/1b-
Heix CCJI [71]. B HacTosiiiee Bpemst HET yOeaUTeIbHBIX JOKa3a-
TEJbCTB, MO3BOJISIIOIIMX PEKOMEHI0BaTh PYTMHHOE MpPUMEHE-
HUE UHTMOMTOPOB OOpPAaTHOIO 3aXBaTa CEPOTOHUHA TSI JISUSHUST
CP. Tlo-BuaumMoMy, 3TU TMpernapaTrbl MOXHO HCIT0JIb30BaTh
y OOJIbHBIX, Y KOTOPBIX 9MOIIMOHATILHBIN CTPECC SIBIISICTCS CYIIe-
CTBEHHBIM CTUMYJIOM, TTPOBOLIMPYIOLINM aTaku PeitHo.

YuuThiBasi BakHYI0 POJIb COCYIMCTOTO SHAOTEIUS B pe-
TYJSIIMA JTOKaJbHBIX BA30OMOTOPHBIX peaKIInii, MOXHO OXM-
IaTh ToJoXuTeabHoe BausHue mnpu CP jgekapcTBEHHBIX
CPEJICTB C aHTUOMPOTEKTUBHBIM JIEICTBMEM, YMEHbIIAIOIINX
SHIOTEINANTbHYIO TUchYHKIMIO. K TaKM TIperiapaTaM OTHO-
csatcst uHTMouTOopsel Rho-kuHa3 u cratuHsl. [lox BaussHuEM
X0JIOJla MPOUCXOAUT TPaHCAOKAIUsl Ba30KOHCTPUKTOPHBIX
OL2c-aJIPEHOPELIETITOPOB Ha MMOBEPXHOCTH KJIETOUHOU MeMOpa-
Hbl. B 3TOM mpolecce akTUBHYIO poJib UrpaioT Rho-KuHasbl.
[ToBbiieHHass akTuBHOCTh Rho-kuHa3 HaOawomaetcs mnpu
nepebpaapHO UIIEMUU U KOPOHApHOM Ba3ocmasme. Moii-
HBIM MHTUOUTOPOM aKTMBHOCTU Rho-kmnHas siBisieTcs dacy-
M, KOTOPBIM MpeaynpexaaeT nepeMelieHue oe-aapeHope-
LIEMTOPOB Ha KJIETOUHYI0O MeMOpaHy. AHaJIOTUYHO NEeUCTBYIOT
U CTAaTUHBI, KOTOpbIe Ojarogaps MaeioTpONHBIM CBOMCTBAM
TakXe OJIOKMPYIOT aKTMBHOCTH Rho-kmHa3. B HeckoabKux
HWCCICAOBAHUSIX TOKa3aHO aHTHOIPOTEKTUBHOE ICUCTBUE
aTopBacTaTuHa y 60JbHBIX ¢ BTopuuHbIM CP ipu CC/I, y Ko-
TOPBIX OTMEUYaJIOCh YMEHbIIIEHUE 00pa30BaHUSI HOBBIX TUTH-
TalabHBIX 5I3B [72, 73].

JlexapctBenHast Tepanusi CP He Bcera nmokasaHa M3-3a Mo-
O0ouHoro neiicTBus npemnaparoB. [Toatomy B iedueHun CP 1mmpo-
KO IMPUMEHSTIOTCSI METOIbI AIETEPHATUBHOM Teparuu, 3 deKTrB-
HOCTb KOTOPBIX, OTHAKO, OCTAeTCsI MUCKYCCUOHHOW. MeTaaHanm3
PaHIOMU3UPOBAHHBIX KOHTponupyeMbix ucciaenoBanuii (PKI)
2(hheKTUBHOCTU PA3IMUHBIX METOJOB aTbTEPHATUBHON Teparnuu
B BUJIE OMOJOTMYECKUX 100aBOK (aHTUOKCUIAHTOB, 3CCEHLIUAb-
HBIX XKUPHBIX KUCJIOT, TMHKIO 611002, L-apruHuHa, riioKo3aMmu-
HOTJIMKAHOB) Y WHBIX BO3MEUCTBUIA (aKyITyHKTYPBI, ayTOTPEHWH-
ra) He BBIABWI KIMHWYECKM 3HAUYUMBIX W3MEHEHWI YacTOTHI,
JUTUTETbHOCTU M BBIPAKEHHOCTHU aTaK Ba3ocra3Ma y HMCIIONb30-
BaBIIMX UX OOJIbHBIX [74]. OQHOM U3 NMPUYMH HEraTMBHOIO 3a-
KJIIOUEHMS MeTaaHaJIM3a MOXET ObITh OTPaHUYEHHOE KOJTMYECTBO
PKW, moCBSIIEHHBIX aJlbTepHATUBHBIM METOIAM JICUeHUsST TIpU
CP. CnenoBareibHO, U151 OLIEHKU aJbTepHATHBHBIX METOIOB Jie-
yeHust CP HeoOXomuMel mambHeime KpymHbie PKH.

Taxum o6paszom, nuarHoctuka CP ocHOBBIBaeTCSl Ha €ro
KJIMHUYEeCKUX npu3Hakax. JuddepeHimanbHas JMarHoCTUKa
nepsuyHoro u BTopuyHoro CP mpoBoauTcsl mpu HaIUYUU
CHMITOMOB, YKa3bIBalOIIUX Ha MPEIIOJOXUTEIbHO BTOPHY-
Hblii xapakTtep CP, 1 BkJTlouaet nmpoBeeHue psiia MTHCTPYMEH -
TaJbHBIX U JIAOOPAaTOPHBIX UcclenoBanuii. Bazocmasm nmpu CP
SIBJISIETCST PE3yJIbTaTOM HapyILIeHUs] HEWPOTyMOPaJIbHBIX MeXa-
HU3MOB KOHTPOJISI JIOKAJIBHOTO cocyaucToro ToHyca. [Toatomy
JIe4YeHUe TOJKHO OBITh KOMILJIEKCHBIM U JuddepeHImpoBaH-
HBIM B 3aBUCHMMOCTH OT KJIMHUYECKOIO BapuaHTa, TeYCHUs U
BbipaxkeHHOCTU CP.

[Mpu BEI6OpPE Ieuenuss CP crnenyeT mpunepKuBaThes OTIpese-
JIEHHOTO ajroputMma (puc. 4). B Hacrosiee Bpemsi IPOBOASTCS
rccrienoBaHus 9(pheKTUBHOCTY HOBBIX KJIACCOB MpenapaToB, KO-
TOpBbIe B OyIyllleM MOMOTYT YAYYLIUTb pe3yabTaTsl Tepanuu CP.
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