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deoxpoMoLMTOMa — 3TO ONYXO0JIb HENPOIKTOAEPMASIBHOIO NMPOUCXOXAEHMA, KOTOPaA BO3HMKAET U3 XpoMadprHHbIX KNEeTOK CMMNaToafpeHanoBon cucTe-
Mbl Ha,ElI'IO‘-Ie‘-IHI/IKOBOVI nnmn BHeHa,ElI'IO‘-Ie‘-IHI/IKOBOVI nokanusauuu, cekpeTupytowan M36bITOYHOE KONMNYECTBO KaTexonamMmnHoB, npoTekarouwan ¢ CMHOPOMOM
rMNepTEH3NN Pa3HOW CTENEHW BbIPAXXEHHOCTN Y MHOro06pa3HbIMM MeTaboIMyeckMmn paccTponcTsamm. NMomMmMMo CMHTE3a U CeKpeLmnn KaTexonammHoB 3Tu
ornyxonn cnocobHbl BbipabaTbiBaTb pa3Hble 6MONOrNYECKN aKTUBHbIE NeNTUAbl, B TOM YUCNE N XPOMOrpaHuH A (HEMPOIHAOKPUHHLIA CEKPETOPHLIV NpoTe-
I/IH), KOT0pblﬁ, HapA4y ¢ apyrumm ﬂaﬁopaTOprlMl/l TecTaMun, MOXXeT NoOMOo4b B AMarHoCTuke (beOXpOMOLWITOMbI.
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Abstract

Pheochromocytoma is a tumor of neuroectodermal origin, which arises from chromaffin cells of the sympatho-adrenal system of the adrenal or extra-adrenal lo-
calization, secreting an excessive amount of catecholamines, and accompanies with the syndrome of hypertension of varying degrees of severity and diverse
metabolic disorders. In addition to the synthesis and secretion of catecholamines, these tumors are able to produce a variety of biologically active peptides, in-

cluding chromogranin A (neuroendocrine secretory protein), which, along with other laboratory tests, can help in the diagnosis of pheochromocytoma.
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BBenenne

®eoxpomonnroma (PXI]) [oT rped. phios — TeMHBII, TyCK-
nblit; chroma — 1BeT, Kpacka (KJIeTKV OKPAIINBAKOTCA COMAMU
XpoMa); cytoma — OIyXoJIb] — 3TO pefKas KaTeXo/lIaMIHCeKpe-
TUpYyIOliasa HeliposHAokpuHHaA omyxons (HIO), xoropas
BO3HNKAET U3 K/IeTOK, PACIIOJIO>KEHHbIX B MO3TOBOM CJIO€ HaJl-
IIOYeYHVKOB, CUMIIATUYECKMX TaHI/INAX U TTaparanrmmax [1].
Maparanrmtoma (IIT) - omyxomb cMMIATIYECKNX TapaBepTe6-
Pa/IbHBIX TaHIINI (TPYAHOI KIeTKM, OPIOIIHOI MOOCTH, Ta-
3a), MpoAyLuupyoLIas KarexomaMuHel. VHoraa Tepmus 11T mc-
THO/Ib3YeTCs A/IA 0603HAYeH A OITYXOJIeit, MCXOAAINX U3 Iapa-
CHMITATNYEeCKIX TAHI/IVEB, PACIIOJIOKEHHBIX B 00/IaCTH 1en 1
y OCHOBaHM 4epela, KOTOpble OOBIYHO SAB/IAITCSA TOPMOHAb-
HO-HEeaKTUBHBIMU [2].

Knmanyeckas xapruna npu OXIJ BapbupyeT oT HOPMOTEH-
3MBHOTO BapMaHTa TedeHMs 3a00/1eBaHMs [JO KaPTUHBI 3/10Ka-
YECTBEHHOJN TMIIEPTEHSUM M JKU3HEYTPOXKAIOIINUX apUTMMUIL
BCJIEfICTBYE U30BITOYHOI MPOMYKIIMN KaTeX0/TaMIHOB OITYXO-
7610 (HOpajipeHayH, afipeHasIiH; HeKOTOPbIe OIyXO/U CeKpe-
TUpYIoT fodamuH). CeKpelysi MOXXeT OBITb KaK VIMITY/IbCHOI,
TaK ¥ HelpepbIBHO [3]. B 6o/bIIMHCTBE CITydaeB STH OIIYXO-
M TIOTE€HLMAJIbHO U3JIeYMMBI, IIOSTOMY paHHee BbIABIICHNUE
MMeeT pelaoliee 3HaYeHue [4].

ITHONOrNA

Oxono 35% KaTexonaMUHIPOAYLUMPYOINUX OIyXOIeil —
3TO pe3y/nbTaT HAC/IEICTBEHHBIX MyTauuit. Ha cerogusaunmii
leHb BbIsABIIEHO Oosiee 14 reHoB, accounupoBanubix ¢ ®XI] u
III'. Beicokmit IPOLEHT OIYXOJI€eil BCAEACTBIE F€PMUHATIBHOM
MyTaluy NOAYepKIBaeT He0OX0AMMOCTb IPOBECHNUA TeHe-
TUYECKOTO MCCIeNOBAHMA A/ OONbIINMHCTBA MAIVIEHTOB C
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OXT/IIT. Cemelinble CMHAPOMBI, B PAMKaX KOTOPBIX MOXET
manngecruposarp OXII, mpepcrasiens! B Tabnute [5, 6].

IANuaeMnoaornsa

PacnpocrpanenHocts OXII/IIT cocrasisier npubInsuTeIb-
HO — 1 mamueHT Ha 2,5-6,5 ThiC. HaceneHus. ExxerogHo guaruo-
crupyerca npuMepHo 500-1600 HOBBIX CTy4YaeB 3a60/IeBaHUA
[7]. OpHako ucTuHHAA 3a00/I€BAEMOCTH MOXKET OBITH BBILIE: 110
mausbM ayrorcuyt OXLI/IIT BeisBrena B 0,05% ciydaes [8].

OXII/IIT BcTpevaeTcs y MALMEHTOB 000it pacel, HO MeHee
9acTo AuarHoctupyerca y appoamepukanues. GXI/IIT mo-
JKeT MaHM(eCcTpOBaTh B 10O0OM BO3pacTe, HO MK 3ab0eBae-
MOCTHU IPUXOAUTCA Ha 3-5-€ mecATUIeTns KU3HY, IPUMEPHO
10% Bcex cy4aeB IPUXOAUTCSA Ha fieTeit [9].

OXII xak IpMYMHA BTOPUYHOI apTepuanbHOIl TUTIePTEH3UN
BCTpeYaeTcs peiko, 4acToTa cocrasisaeT okono 0,3-0,5% [10].

JuarHocTuka

Busyanusupyolue MeTO/bI ICCTIE[OBAHNA ClIefyeT IIPOBO-
AUTH TONBKO LOC/IE TOTO, Kak guarno3 OXII O6yzner moprsep-
XKieH OMOXMMMUYeCcKN. B COOTBETCTBMM C peKOMEHAALIAMU
O6uiecTBa 9HAOKpUHONIOTOB [2, 11] mpm momospeHmu Ha
OXLI/TIT Heo6XOAMMO OIpefeIUTh CBOOOHBIE MeTaHePYHBI
wiasMsl [12] nn GppakunoHnpoBaHHble MeTaHePPUHBI B CY-
TOYHOII Moye. [TanieHTaM C M3BeCTHOI TepMUHATUBHOI MyTa-
1ueit, KoTopas mpeppacmonaraer K paspuruio OXI/IIT, 6mo-
XMMUYECKOe TeCTUPOBAHME JO/DKHO IPOBOIAUTHCS KETOTHO.

KarexonamuHsel, BbipabarsiBaemsle OXII, merabonnsu-
pyoTcs B xpoMadGUHHBIX K/IeTKaX: HOpaipeHaINH MeTabo-
NU3UPYeTCs B HOpMeTaHeppUH, a afipeHaINH — B MeTaHe(PUH.
B cBsA3M ¢ TeM, YTO 3TOT MPOLECC MPOUCXOAUT IIOCTOSHHO
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KnuHuyeckune xapakTepucTUKU reHeTUMECKUX MyTaumii, accoummpoBaHHbix ¢ ®XLY/MI (apanT. u3 V.Martucci u coaBrT. [6])

FepmuHaTus- OXLYNT- JNokanusauuna Apyrue conyT-
Has/comaTu- MyTtauum | CpegHuin OXLW/NT; npo- | ManurHmu- | cTBylowme KIUHU-
len/cunapom| dyHkunA Genka yeckasn myTa- "e:%LF_’riHT de novo | BospacTt Tun cekpeunu LIEHT ABYCTO- 3aumnA Yyeckue xapakTtepu-
uumn poHHen ®XL| cTuku/onyxonu
F'emaHrnobnactombl
HapgnoyeyHuko- !
VHL/6one3Hb pak no4ku, onyxonu
¢poH Mnne- VGMszaTEgnmra- O6e 10-20% 20% 30 Hopa.ggs;lanm- gmgﬂﬁgcimx <5% OCTPOBKOBbIX KNETOK
nAa-JinHpay FaHINAX)/50% nopXenyaoYHowM >xe-
nesbl
MepnynnApHbIn pak
LUIMTOBWAHON Xene-
3bl (95% MEN2A,
5% 100% MEN2B)
PeuenTtop Tupo- o (MEN2A), AppeHanuHo- |HapnoveyHuko- MEN2A: runepnapa-
RETM3H 2 3UHKMHA3bI Obe 50% 50% 30-40 BbIN Ban/50-80% Penko | 0603 (15-30%)
(MEN2B) MEN2B: mapdhaHo-
nopo6HanA BHeL-
HOCTb; MHOXECTBEH-
Hble HEBPOMbI
«KodperiHble» nATHa
Ha KoXe, Herpogun6-
. HaanoyeyHKo- POMbI, BECHYLUKMU, ra-
NF1Menpo- MapTOMbl pady>KHO
Benok, akTneu- o, o, AppeHanvHo- |BaA (pegko B o
(113M6pomaToa pylowi [Tdazy O6e <6% 50% 42 e CAMNATAUSCKIX <12% 060104KN, FINOMbI
-ro Tuna raHrnEX)/ 6% 3pUTesIbHbIX HEPBOB,
AVCMNasnA KIMHO-
BUOHOW KOCTW, NCEB-
[oapTput
Pak noyku, ra-
Karanutnyeckas Hopagpenanu- ﬁz’:zﬁg;z_&iﬂfg
cybveanHuua HOBbIN N/MNn Cumnartumyeckme OFIyXOﬂ‘l)/I onyxonu
cyKumHaTaerna- 1000, B [00MaMUHOBBIA  |[FaHr vy (peako 740 ) _
SDHB poreHasbl (MUTO- O6e 30-100% 80 (penxo 6voxu-  |HaZno4YeyHu- 31-71% %ﬁﬂ%’;i&ﬁggxo
XOHApPWabHbI MUYECKWN He- Ku)/pepko )
komnnekc Il) aKTUBHaA) BOSMOXHO, nanm-
NAPHBIA paK LWUTO-
BVAHOW Xenesbl
Mr ronossl,
Hopagpenani uen, acto
SDHD ﬁgrzgl':lmancgﬁgf" O6e 73-90% - 35 MUHOBBIN, 610- r;g”((egzi‘;”' <5% Hble CTPOMarIbHble
HA3b! p XUMUYECKN He- Ha,qncg)qequ- OryXosnu, onyxonu
aKkTVBHaA K¥)/peaKo runocpunsa
Hopagoereni " ronosu B
eavHuua cykuu- | FepmMuHaTme- i wewn, nHorga P
SDHC HaTnerMapore- Has - - 40-50 |MVHOBBIV, 6110- MHOXECTBEH- Peoko  |Hble cTpoManbHble
Ha3h! P XUMUYECKN He- | o OryXosnu, onyxonu
aKTVBHaA runocpusa
Karanutnyeckas Y roMO3uUroTHbIX —
cybveanHuua ~ cvHppom JleA, pak
SDHA cykuvHataerna- | FepmuHaTtue- R : 40 ) E:#n:::::;r‘fg 0-14% |N0YKM, racTponHTe-
poreHasbl (MMTO- HaA YeYHIKOBAA/- CTUHasIbHbIE CTPO-
XOHAPWasbHbINA MasbHble Onyxonu,
komnnekc Il) onyxonu runodusa
gﬁﬁ;ﬂgfggfm'% Mr ronossl,
SDFAF2 poreHasbl (MUTO- repMﬂ::T”B' 100% - 40 - ﬁsg')’i(ve‘ggggﬁ_ - -
XOHApWaIbHbI HbIG/-
komnnekc )
. ApnpeHanuHo- _
MAX akrop Tpane 06e . : 32 oo, Hopagpe- | AATOESHAKO- | 50 oo, :
HaIMHOBbIN
Pak mono4Hon xe-
AnpeHanuHo- o
R epmuHaThB- _ R b _ |Hapnouyeynuko- o nesbl, NanuANAPHbLIA
TMEM127 HaA 43 z;n':'gggﬁpe BaA/67% <5% pak WUTOBUAHOMN
xenesbl
Mr, o6bl4HO
®dakTop, NHay- _ _ |MHOXecTBeH- MHo>KecTBeHHbIe co-
HIF2A LMpyeMbIiA rmno- Cov\gggqe - - - EggjﬁﬁeHaﬂM Hble, peaKo - MaToCTaTMHOMbI, MO-
Kcuen ®XL| (aBycTo- nmuuTemma
POHHWME)
MeTtabonunue- ComaTnye-
IDH ckuin doepmeHT B | ckaa (1 cny- - - - - KapoTtunaHnaa Mr - mﬁ%?ﬁg?gm;aﬂ
umnkne Kpebca Yan)
[MpoTeunH 13 ce-
; MelncTBa KuHe- | FepmuHaTmB- _ R _ R R R R
KiFiBf 31HOB (TpaHc- HanA
NOPTHbIN 6e10K)
FepmmHaTVB-
PHD2 Eﬁﬁgg;rmnpw Han (1u§ny- - - - - hﬂng)Fl'“FCTBeH - 3puUTpoLnTO3
Yaw
_ AppeHanvHo- |HagnoyeyHuko-
H-RAS [Tdasza Cor\gggqe - - - BbI/l, HOpaape- |BaA/BHeHaAMno- - -
HaNMHOBLIN  |YeyHMKoBanA
FH EAK?AT;S;’;”J:;T s rﬁgx'z'ri;”?' R : R AnpeHanuHo- |HapnoueuHnko- . Pak noyku, nevio-
UMKNe ng6ca wai) Y BbI BaA mMMomaTo3
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Puc. 1. Xpomocoma 14. Jlokanusaumua reHa CHGA.
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BHYTpPU OIIyXO/HU, HE3aBUCUMO OT BBIOpOCA KaTeX0TaMUHOB,
ms guarHoctuky OXI/TIT uccnenyoTcs MMeHHO MeTabosn-
TBI, @ He UX IpefIIeCTBEHHKY [7].

Omnpepenenne MeTane(pPUHOB I/IA3MBbI VIMEET CAMYIO BBICO-
KYI0 9yBCTBUTEIbHOCTD (96%) mnst auarHoctuku OXII, oguHa-
KO 6o71ee HU3KYIO crierduaHoCcTb (85%) 110 CpaBHEHMIO C MC-
cnenoBaHueM MeraHe(ppuHOB B Mode [13]. CyTouHas aKcKpe-
I¥s1 KAT€X0/IAMIHOB U MeTaHe(DPMHOB B MOYe MMEET YYBCTBI-
TeNbHOCTD 87,5% 1 crenuduanocTs 99,7% [14].

B kauecTBe MOATBEp>KJAIOLIETO TeCTa ISl JUATHOCTUKY
OXITJ TakXKe UCTIONb3YETCs CyNPeCCUBHAs poba ¢ KIOHUAN-
HoM. IIpoBefieHIe TPOOBI C KIIOHNAMHOM PEKOMEHAYETCS P
3HAYEHUAX MeTaHe(pPNHOB, IPEBHIIIAIIINX BEPXHUIT pede-
PEHCHBII fiMana3oH, HO He JOCTUTAIOLINX 4-KPaTHOTO ero Ipe-
BhIIIeHNA [7].

OmnpepeneHne XxpoMOrpaHnHa A Tak>Xe IMeeT BHICOKYHO YYB-
CTBUTEIBHOCTD M CIIeln(UIHOCTD LA TIOATBEPXKEHUA JUar-
Ho3a OXII, KOTOpbIe 3HAYUTEIPHO MOBBILIAIOTCS MIPYU KCCITe-
[OBaHMY KOMOMHAILIMY YPOBHSA XPOMOTpaHMHA A B KPOBU I
($pakuMOHMPOBAHHBIX MeTaHePUHOB Moy [15].

XpoMorpaHuH A — 3TO KUC/IbI/I MOHOMEPHBI IPOTENH, KO-
TOPBIIL IIPUCYTCTBYET B CEKPETOPHBIX IPaHy/Iax OOMbIINHCTBA
SH[JOKPMHHBIX M HEMPOIH/JOKPMHHBIX K/I1eTOK. [IpoTenHsr n3
CeMelICTBA IPAHNHOB HAaXO/SITCSL B CEKPETOPHBIX IPaHy/IaxX He
TO/IBKO B 9HAOKPUHHBIX U HEMIPOIHIOKPUHHBIX KIeTKaX, HO U
B HEPBHOJ TKaHY, 9K30KPMHHBIX KIeTKaX, KapUOMUOLIUTAX U
KJIeTKaX MMMYHHOI cuctembl [16]. CeMelicTBO TpaHMHOB
MO>XHO pasfie/INTh Ha [iBe IPYIIIBI: XPOMOTPAHUHEL U CEKpe-
TOTPaHVHBI (TPYNIBI PasINYAIOTCA IPUCYTCTBUEM ANCYIb-
(URHO-CKpenIeHHOoI meTny Ha N-KOHIle Y XpOMOTPaHIHOB)
[17]. OuM BMecTe COCTaB/IAIOT CEMEVICTBO KUCIIBIX IIMKOIIPO-
TEMHOB: XPOMOTPAHUH A, KOTOPBII BIIEPBBIE BbIIETIEH 13 XPOM-
apUHHBIX KJIETOK MO3LOBOTO BeIleCTBa HA/IMIOYEYHUKOB
[18], xpomorpanuH B (HaspiBaemblil paHee ceKkpeTorpanuH I),
BoifeneH us kietok OXIJ kpeic [19], xpomorpanun C (n3Becr-
HBIIT TaKKe KaK ceKpeTorpanyH II), KOTOpbIit TepBOHAYa/IbHO
OIMCaH B KIeTKax ageHornmnogusa [20], a TakKe cekpeTorpa-
uunsl 111, IV, V, VI u VII (VEGF), proSAAS. T'paHuHbI UrpaoT
BaXXHYIO POJIb B CO3[JaHNM, CO3PEBaHNM U 9K30LMTO3€e CeKpe-
TOPHBIX BE3UKYJI, COTEPXKAINX OMOTTOTMYECKI AKTUBHbIE Hell-
POIENTHUABI, HEPOTPAHCMUTTEPHL M TOPMOHBI. VIX MOIeKy-
NApHaA CTPYKTYpa XapaKTepusyeTcsA PAJOM y4acTKOB, BOC-
IPUUMYUBBIX K IIPOTEOIUTNIECKON aKTUBHOCTY (PEPMEHTOB,
B pe3y/bTaTe 4ero o6pasyercs psif OMOTOrN9IecKy aKTUBHBIX
HenTUROB. IIpefnonoXITe/IbHO, OHI [AEICTBYIOT KaK Ipeflie-
CTBEHHUKY aKTUBHBIX 6eKoB [21].

XpomorparuH A 6bU1 IEPBBIM UAEHTU(GUIVPOBAHHBIM IIPES-
craButeneM rpannHoB. OH kogupyercs renom CHGA, pacniono-
JKEeHHBIM Ha XpoMocoMe 14 B mokyce 14q32.12 (puc. 1).

IKcIpeccus XpOMOTPaHIHA KOPPeNIUpPYeT ¢ KOINYeCTBOM
CEKPETOPHBIX Be3UKY/I B HEIIPOSH/JOKPUHHBIX K/IeTKax [18].

[MenTypHas nenb Ipu OMOXMMUYECKNX M3MEHEHNSIX CTAaHO-
BUTCSI IIPEIIECTBEHHMKOM O10TOTMYECKU AKTUBHBIX OETKOB C
LIVPOKUM CIEKTPOM JelicTBusd. V3 439-aMMHOKMCIOTHOI Iie-
IV XpPOMOTPpaHNHa A TIONTy4aeTcs pAf MenTupos (puc. 2) [22].

ITepBBIM OTKPBITBIM IENTUAOM SIB/ISIETCS AHKPEACTATUH,
49-aMMHOKVCIIOTHBIN TIENTUJ, BbIIETIEHHBIN U3 MOKENYH0Y-
HOII KeJle3bl CBMHbBMY, 00/IafalolINil CBOMICTBOM TOPMO3UTH
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CeKpeLNIo MHCYINHA, CTUMY/IMPOBAHHYIO I/II0K03011. [TaHKpea-
CTaTVH TaK)Ke KOHTPOIMPYeET MeYeHOUHBII MeTaboIM3M IIN-
KoreHa. [IpyrMMu yCTaHOBIEHHBIMU IIENTUJAMMU SIBIISIOTCS:
XPOMOCTATHH, KaTeCTaTIH, TapacTaTtuH, nentun WE-14, azo-
cratunsl [ u II. Basocratunst I n II, kak 1 xpomMocTaTus, npe-
IATCTBYIOT Ba30OKOHCTPUKI[UY, MHAYIVPOBAHHOI SHZOTENIN-
HoM-1. KaTecTati MHrMOMpPYyeT BHICBOOOK/IEHIE KaTeX0TaMu-
HOB IIOCPEJCTBOM CTUMY/IALMY PelleNTopa aljeTHIXONNHA B
xpoMapPUHHBIX KIeTKaX MO3TOBOTO BelljeCTBa HAAIOYeTHN -
KoB. [TapacTaTVH IOfIaB/IAET CeKpelLyio TapaTropMoHa [23].

IToBblLIeHHbIE KOHL[EHTPALNY XPOMOTpaHuHa A MOTYT 06-
Hapy>KMBaTbCs IIPY ONyXo/six xpoMadduuHoit tkanu (OXII,
Helpo6/1acTOMbI), MapaTUpoMax, OPOHXOMYIbMOHATbHBIX
H3O, BK/m0Yas MeTKOKJIETOYHBIN PaK JIETKUX, MEAY/UIAPHOM
paKe I[UTOBUIHOI XKeJle3bl, FACTPOIHTEPONAHKPEATNIECKIX
H3O0, agenomax runodmnsa, a Tak>xe pake KOXU U3 KIETOK
Mepxkens [24]. [ToBbllIeHHOE COTepKaHIe XPOMOTpaHHa A
IIpY paKe MpeACTaTeNbHOI KeJle3bl CBUeTeIbCTBYET O Hell-
POSHIOKPUHHOI AnddepeHnpoBKe OIyX0NIeBOl TKaHH, YTO
CBSI3aHO C IPOIPeCcCUpPOBAHNEM, IUIOXMM IIPOTHO30M 1 Pe3y-
CTEHTHOCTHIO K TOPMOHA/IBbHOI Tepanuu [25].

Bnepsbie xpomorpanuH A pna guarsoctuky OXII ncnomnp-
3oBanu R.Hsiao u coaBT., 10 pe3y/nbTaTaM UCCIE[OBAHMUS yUe-
HbIe OIPefie/NIN YyBCTBUTEIbHOCTD JAHHOTO OMOXIIMIYECKO-
ro Tecra 83% u cnenduuHOCTb 96%, TaKkKe OblIa BbIABICHA
MIOJIO>KUTENbHAA KOPPeNALUA XpPOMOTPaHHa A C Maccoli oIy-
XOJIM, COf€p)KaHMEeM XPOMOTpaHMHa A B OIYXOJIH, COflepKa-
HIEM HOPa/jpeHa/INHa B OIIyXO/IM ¥ 9KCKpelueil BAHWINIMIH-
TAJIbHOM KUCIOTHI [26].

Hccnenosanue M.d'Herbomez u coaBT. mokasano 607blyo
crrenyUIHOCTD IPY OTIPefe/IeHNI METH/IMPOBAHHBIX KaTEX0-
JIaMMHOB MOYM B CPaBHEHUY C OIIpefie/IeHeM B IIa3Me, He-
CMOTPs Ha TO YTO IUIa3MEHHOe OIIpefie/ieHne MeTaHe(PPUHOB
ABJIAETCA HPOCTBIM ¥ YTOOHBIM CITOCOOOM /I IMATHOCTUKYU
®XI]. AHanus KpOBM Ha XpOMOTPaHMH A IOKasasn cebs Kak
BbICOKO3(PexTnBHbIN MeTog, guarnocTrkyu OXII mpn ycao-
BUU OTCYTCTBM IIOYEYHO HEOCTATOYHOCTY U IIpUeMa MHIM-
61TOpPOB MpOTOHHON mMommbl. KoMOuHalus onpeneneHus
XpomorpaHuHa A ¢ GppakIMOHMPOBAaHHBIMYU MeTaHedpYHAMNI
(MOYM WM TITa3MBI) YBENNYMBA/IA YYBCTBUTEIBHOCTD IIOCTIEN -
HMX 10 98,4% [27].

A.Algeciras-Schimnich, C.Preissner 1 coaBT. B cBoeM Ucce-
[OBAHUY IIPUILIIN K CIeAYIOI[eMY 3aK/ITI0YeHIIO: €C/TU MTOBbI-
ILII€HHBIII YPOBEHb [/Ia3MEHHBIX (PAKIVOHMPOBAHHBIX METa-
He(pUHOB He IPEeBBILIAET BepXHUI pedpepeHCHBIN [Uala30H
6o71ee yeM B 4 pasa, He06XOAMMO MOATBEPANTD ArarHo3 OXI]
C HOMOIIBIO OIIpefie/IeH s YPOBHS XpoMorpaHynHa A (crery-
¢duaHOCTD 89% U YYBCTBUTENBHOCTD 87% IPY UCKITIOYEHUN
MAIYEeHTOB, MPYHIMAIOLNX UHIMOUTOPDI IIPOTOHHON MOM-
mbl) [15].

B mnccnemosanme L.Giovanella n coaBT. 6pUIM BKIOYEHBI
348 MalnyeHTOB C MHIUAEHTAaTOMAMI HaJII0YeYHUKOB Ooee
20 MM 6e3 KITMHUYECKNX U OMIOXMMUYIECKUX IPU3HAKOB TUIIEP-
IPOAYKIMM KOPTK301a. 39 MalMeHTaM C BLICOKMM YPOBHEM
XpOMOTpaHMHA A IPOBOAMIACH CUUHTUTPAdUs C METANOf-
6ensynryanunnHoM. IToBbllIeHHOe HAaKOIUIEHNMe IIpenapaTa
65110 OTMeueHO y 18 maleHTOB, KOTOPBIM B IIOCIEAYIOLIeM
BBINTOJTHVJIN JIATIAPOCKOMNYeCKyIo afipeHanakToMuto. ITo faH-
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Puc. 2. Buonoruyeckn akTuBHble NenTUAbl, o6pasytowmeca
npu NnpoTeosin3e XxpomorpaHuHa A.

XpomorpaHuH A

1 S-S 439

BasocTtatuH | MapacTtatuH
BasocTaTuH Il MaHKpeacTaTuH
XpomocTaTuH KaTectatuH

WE14

HBIM TUICTOTIOTMYECKOTO MCCIELOBAHNS BO BCEX CTydasx ObUIa
nopreepxpeHa OXII. [Ipu cpaBHeHMM ypOBHA XpPOMOIPaHMU-
Ha A cpefy MaIJeHTOB C MOJIOKUTETbHBIM Pe3yIbTaTOM €ro
3HAYMTE/bHOE MOBBIIIEHIIE€ OTMEYATI0Ch UMEHHO y TallMeHTOB
¢ OXII (p<0,0001). Yepes 1 rof manyeHTsI C MOBBILIEHHBIM
ypoBHeM xpomorpanuHa A 6es ®XI] 61111 TOBTOPHO 06CTIE-
TOBaHBI: TOBBIIIEHNA YPOBHA XPOMOTpaHMHA A U KIMHNYe-
CKJM€e CUMIITOMBI TMIIEPAKTUBHOCTY XpoMadIHHOI TKaHN 3a-
perucrpupoBaHsl He 6bUIH. VIcCegoBaTey MPUILIN K BBIBO-
Ay, YTO HOPMA/IbHBIIl YPOBEHb XPOMOTPaHMHA A CBIBOPOTKHU
KPOBU MOXeT IIOMOYb 1136eXaTh He0OOCHOBAaHHOTO NTPOBeie-
HUSL cuMHTUrpaduu ¢ MeTatof0eH3WITyaHUAMHOM 1 Ollepa-
TUBHOTO BMeNIaTe/nbCcTBa [28].

P.Glinicki u coaBT. B cBOeM 1cCIe0BaHUY BBIABUIN, YTO Y
OOJBIINHCTBA HALMEHTOB C ONYXOMAMMU HaAIIOYeYHNKOB, He
MIPOMCXOASALIVMY V3 HEMPOIHJOKPUHHBIX (XpoMadPIHHBIX)
KJIETOK, aAPeHOKOPTUKATBLHBIM PAKOM, 3a UCK/I0YeHNEeM 006-
PpasoBaHMUIL, TPOAYLYPYIOIINX KOPTU3OTI, KOHIIEHTPALUA XPO-
MOTpaHUHa A TIJIa3MBI KPOBM OCTaBalach B Ipefenax pede-
pencuoro unTepsana. [Ipu ®XII yposeHb XpoMOTpaHuHa A
ObLI 3HAYNTE/IbHO MOBBINIEH. TakuMm ob6pasom, npu gudde-
PEHLIMANbHO SMAarHOCTUKE OIYXOJIeN HaZII0YEYHUKOB YPO-
BeHb XPOMOTpaHMHA A B Ipefieniax pedepeHca MOXKeT OBITh
T0JIE3HBIM VICXO/{HBIM CKPMHVHIOBBIM TECTOM JIsI MCKITIOUe-
g OXIJ [29].

Uccneposauue J.Guillemot, M.Guérin u coaBrT. mokasao,
YTO MPOU3BOJHOE XpoMorpanuHa A — nenrtug WE-14 moxer
ObITH TaK)Ke MCIOIb30BaH As guarHoctuky OXII. Vismepe-
Hye WE-14 yny4immmo fuarHoCTU4ecKy 4yBCTBUTEIBHOCTD
IpU COYETAHNN C ABYMsI APYTMMMU IIOKasaTe/AMH (XpoMorpa-
HuHOM A mwin EM66). KoMOMHUpPYys pesynbTaThl STUX Tpex
MapKepoB, 4yBCTBUTeNbHOCTD AnarHoctuku OXIJ 6pira mo-
BbilIeHa 10 95%. [laHHbIe TeCThl NpeaIaralT UCIO0Ib30BaTh
KaK TeCThI BTOPOro psifa s guarnoctuky OXIT [30].

B uccnepgopanne venckux yuensix R.Bilek, T.Zelinka n co-
aBT. Bouwn 55 manyueHToB (46 — ¢ ®XII n 9 - ¢ I1T'). I'pymma
CpaBHEHMUs COCTOsIA 13 36 MALMEeHTOB, IPOOIIEPUPOBAHHBIX
no nosogy OXII/IIT 6onee 4 mec Hasaf, u 87 ManMeHTOB He3
OXTII/IIT (16 m3 HUX ObUIM C MHOXKeCTBEHHOI 9HZOKPUHHOI!
HeoIUTasyeil 2-ro TUIa, 9 — ¢ MeAY/UISIPHBIM PaKOM LIMTOBYA-
HOII KeJle3bl, 5 — C aJIeHOMOJ OKOJIOIIMTOBUAHON >Kejle3Hbl,
OCTa/IbHBIE C APYTUMM OIYXO/IAMM HAafAIOYeYHNKOB). Kimnuu-
YecKas 4yBCTBUTENIBHOCTb COCTaBuUIa 96% NPy M3MEPEHUNU
MeTaHedpuHa 1 HopMeTaHedpuHa IWIa3Mbl 1 93% — I/t Xpo-
morpannHa A. Crennduysocts cocraBuna 100% pis mera-
He(prHa 1 HOpMeTaHeppIHa I1a3Mbl 1 96% — [/ XpoMorpa-
HIHA A. JIO)KHOIIO/IOXXUTeTbHbIE YPOBHY XPOMOTpaHNHa A 3a-
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perucTpupoBansl y 1 manyeHTa ¢ XpOHMYECKOI ITOYEeYHOI He-
JOCTaTOYHOCTBIO U Y 9 MAIVIeHTOB, IPMHUMABIINX UHIMONUTO-
pBl IIPOTOHHOI MHOMIbI (ZaHHble pe3ylbTaTbl He ObUIN
BKJIIOYEHBI [/Is1 pacdera crenuduanocrn) [31].

JI0>KHOIIONMOKNUTENTbHbIE pe3yTbTaThl XPOMOTPaHMHA A

B KIMHIYECKOI IIPaKTUKE CAMBIMI YaCTBIMIY IPUYMHAMH IO~
BbIlIeHNs XpoMorpanuHa A nomumo HIO asnaAoTCa: mpume-
HeHMe MHTMOUTOPOB IPOTOHHOIT IIOMIIBIL, 6710KaTopoB H,-ru-
CTaMIHOBBIX PelLleNITOPOB, HA/IM4YNe Y aliieHTa aTpodudecKko-
ro ractputa (fednIuT nerncrHa MPUBOAUT K TUIIEPracTpUHe-
MU, YTO B CBOIO O4Yepefb CTUMY/IMPYET CEKPEIII0 XpOMOrpa-
HIHA A sHTepoxpoMadGUHHBIMY KIeTKamu) [32], HapyuieHne
Ho4e4HOI GyHKIMM. YeM BbIllle CTelleHb IIOYEYHOI He[OCTa-
TOYHOCTM, TeM BbIIlle KOHIIEHTpauus XxpomorpaunHa. OjeHKa
XpoMmorpaHuHa A xak Mmapkepa H2O B cryyae TepMuHanbHOI
CTafU IIOYE€YHOI HEOCTATOYHOCTY HEBO3MOXKHA [33].

Taxoxe 3adUKCHUPOBAHO, YTO y HAIIEHTOB C XPOHUYECKOI
CepeYHOI HeJOCTATOYHOCTI0 KOHI[EHTPALMsI XPOMOTPaHN -
Ha A 3HAQYNMTE/NBHO BBIIIE, YeM Y 3[J0POBBIX ZOOPOBO/IBIIEB.
YpoBeHb XpOMOTpaHUHA A KOPpeIUpYeT CO CTENEeHbIO0 Ceped-
Hoit HegocTtatouHocTy 1o mKane NYHA (New York Heart As-
sociation) [34].

ITpy peBMAaTOMAHOM apTPUTE KOHI[EHTPALVSI XPOMOTPAHN-
Ha A KOppenupyeT ¢ KOHIjeHTpauKell perentopos ¢pakropa
HeKpo3a OIyXoiu o. VIHTepecHO, 4TO y MaIIeHTOB C TeHepa-
JIM30BaHHBIMI IIPOSIB/IEHUSIMY 3a00/IeBaHMST OTMEYANINCh He-
00BIYAITHO BBICOKNE KOHIIEHTPALMM XPOMOTPaHUHa A, KOTO-
pble MHOTAA ObUIM Jaxke BhILIe, YeM y manueHToB ¢ HOO [35].

Oxkono 50% maInueHTOB ¢ BOCIATUTETbHBIMU 3ab0/eBa-
HUSIMU KUIIEYHVKA NMEIOT TEH/JEHIINIO K HOBBIIIEHIIO XPO-
MorpaHmHa A, 0COOEHHO B C/Iydae aKTUBHOI (assl 3abomeBa-
HuA [36].

CrepyeT OTMeTHTD TOT aKT, YTO KaK y 3TOPOBBIX JTIOfiel,
Tak 1 y nanueHToB ¢ HOO koHUeHTpanusa XpoMorpaHyHa A
YBEIMYMBAETCsI TIOCTIE IpyeMa MUy 1 GUSUIECKNX yIPaKHe-
HMI. MakcuMaibHble KOHLIEHTpalMM XpOMOTpaHuHa A Ha-
6mopaoTca yepes 30-90 MIH IIOCTIE efjbl ¥ MOTYT IPEeBHIIIATD
BepXHUIT pepepeHCHBII A1anasoH B 2-3 pasa. [Toatomy peko-
MEeH/yeTCs M3MepATh XPOMOT'PaHUH A B IIOKOe HaTomak [37].

JIoXHOOTpULIaTeNIbHbIE Pe3yIbTaThl XPOMOTPaHMHA A

KoHueHTpanus XxpoMorpanuHa A MOXXeT HaXOIUTbCA B TIpe-
menax pedeperca npu H3O co cpegunm mponndepaTnBHbIM
noTeHuuanom. B sty rpynmy Bxogut 6onpumHcTeo H30 an-
HeHAMKCa, KOTOpble OOBIYHO ABIAITCA HOOPOKaYeCTBEHHBI-
M. OKo71o 75% MHCYIMHOM ABJIAIOTCA no6poxaquTBeHHbIMM,
U ypOBEHb XpPOMOT'PaHIHA A IIPY TaKUX OIYXOJIAX, KaK IIpaBU-
JI0, He MOBBIIIIEH, 00paTHas CUTyalNsi MOXKET OBITb MHANUKATO-
POM ManMTHM3ALMM OINyXonu. BreicTpomporpeccupyromue
H3O0 ¢ unskoit juddepeHnnpoBKoIil NMEIOT KpailHe He3HaYM -
Te/IbHOE KOIMIECTBO CEKPETOPHBIX BE3UKYII M, COOTBETCTBEH-
HO, MOTYT OT/IM4aTbCA OTCYTCTBYEM NOBBIIIEHHON CeKpeLnn
xpoMmorpaHuHa A [38]. B Takux crydasx HellpOISHJOKPUHHBIN
reHe3 OIYXO/M MOKHO IOATBEPAUTb ONpefe/leHNeM Ipo-
U3BOJHOTO XPOMOIPaHMHA A — HEMIPO3H/IOKPUHHOTO CEKpe-
tTopHoro mpoTenta 55 (NESP 55), KoTopblit sIBIsgeTCs Cleln-
¢duueckum Mapkepom OXII, ormyxoseit MOmKeTyTOIHO >Kere-
3p1, HOO BHe JKKT. K coxanenuto, maHHBINI MapKep He/lb3A
BBIJI/IUTD M3 LUPKYIUPYOIell KPOBM, €r0 MOXXHO OOHApy-
JKUTb JIMIIb IPU MMMYHOTMCTOXMMUYECKOM JCCIeJOBAHNN
[39].

3aknouyeHmne

XpoMOrpaHMH A — 9TO YyBCTBUTE/IbHBII, CIIelM(PUIHDIN U
HeMHBa3UBHBI MeTo auarHoctuky HIO, B yactrnoctu OXII.
OH MO>XeT OBITH MCIIO/IB30BaH KaK TECT BTOPOTO Psifja Py HO-
BbIILIEHHBIX TI0Ka3aTe/AX MEeTUIMPOBAaHHBIX IIPOM3BOIHBIX Ka-
TEXO0IAMIHOB («B CEpOIl 30He»), HO He JOCTUTAMIINX JUATrHO-
CTUYECKNX 3HAYEHNIA.
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Heo6Xx0onnMo yYUTBIBATb HEKOTOPBIE COCTOSHNS IPYU UH-
TepIIpeTalluyl pe3y/lbTaTOB XPOMOTPAHMHA A, BbI3bIBAIOILE
JIOXKHOIIOIOXKITE/IbHbIE Pe3y/IbTaThl, 0COOEHHO TaKue 3a0o7te-
BaHIA, KaK XpOHIYECKas CepAeyHas I II09edHas He[oCTaTou-
HOCTb, a TaK)Ke IpUMeHeHMe HEKOTOPBIX JTeKapCTBEHHBIX
cpencTB (MHIMOUTOPOB IPOTOHHON IOMIIBI).

Boinonueno 6 pamkax eocyoapcmeentozo 3adanus «Ilamoee-
HemuuecKue 0CHOBbL POPMUPOBAHUT APMePUANbHOTI eunep-
MeH3UU U 603MONCHOCINU ee KOPPeKUUU NPU CUHOPpOME MHOMNe-
CMBEHHbIX SHOOKPUHHBLX HEONAA3ULL U USOTUPOBAHHDIX ONYXO-
71e6blX 300071€6AHULX HAONOUEUHUKOBY.
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