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@eoXpoMOIIMTOMA W NAPATAHIJIMOMA — 3TO TOPMOHNPOAYUHMPYIOLIHE OMYyX0JH, KOTOpble 00pa3yloTcs W3
xpomadpuHoBoii TKaHu. DeoXpoMOUHMTOMA MNPOUCXOAUT U3 XpoMadPUHOUUTOB MO3rOBOr0 BellecTBa
HAMOYECYHMKOB 1 PaccMATPUBAeTCsl KAK YAaCTHBIN cIydail maparaHrjinoMbl, KOTOpas pa3BHBAeTCs U3 KJIETOK
xpoMa(dGpuHOBOIl TKAHM BHEHAANOYEYHHKOBOW JoKkaaum3anuu. Bo3MOXKHBI Kak cHopaguyeckue cCiay4van
(eoxpoMoLUTOMBI M NAPATAHIVIMOMBI, TAK M HaCJEACTBEHHBbIE, 00YCJIOBJEHHbIC MYTALUSIMH B Pa3JIHYHBIX
renax. Ha cerogusimiuii neHb HanGoJiee u3yueHbl U3MeHeHUus1 B 6 renax: nporoonkoren RET, ren — cynpeccop
omyxojesoro pocra NF-1, renst VHL, SDHD, SDHC, SDHB, korTopbie accOMHPOBAHBI ¢ JPyrHMH
3a0osieBanusaMH. Onyxo/u, 00ycJIOBJIEHHbIEe HAC/AEACTBEHHbIMH MYTALMSIMH, NOSIBJSIIOTCS B 0oJiee MOJIOAOM
BO3pacTe, HMMEIOT 0oJiee 3J10KAYECTBEHHbI MOTEHI[MA] M MeHbIlee BpeMsl MOSIBJIEHUS MeTACTa30B. [ JIaBHbIM
3BEHOM MATOreHe3a Pa3BUTHS HAPYUIEHUH fABJISIETCS MOBbIIIEHHE KOHIIEHTPAIIMH B IUIa3Me KPOBH OepeMeHHOit
JKeHIIMHbI KATeX0JaMHHOB (aJpeHaJuHa, HOpPagpeHAJIMHA W 10(aMHHA), YTO NPHBOIAUT K TMOBBHIIIEHHIO
apTepHAJILHOrO JaBJEHMs 32 Cc4YeT CHa3Ma COCYAOB, AKTHBALMH PEHUH-AHTMOTEH3NH-AJILAOCTEPOHOBOII
CHUCTEMBI, AeiiCTBUS AHTHIUYPETUYECKOr0 rOPMOHA U CHUKEHHUS JenpeccopHoil pyHKuuHN noyek. B pesyabrare
BO3MOKHO Pa3BHTHe TAKHMX OCJI0:KHeHHH OepeMeHHOCTH, KaK HeNMOJHOLeHHAasl UMIIAHTAlUs NUIOAHOro siua,
npeskAeBpeMeHHasi 0TCJI0iKa HOPMAJIBHO PAaCHOJ0KEeHHON IUIALEHTHI, (eToIIaneHTAPpHASA HEIO0CTATOYHOCTD,
TUNOKCHUS TJ101a, TH0es b MaTepu U/ MM NJ10Aa.
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FEATURES OF PATHOGENESIS AND DIAGNOSTICS PHEOCHROMACYTOMS AND
PARAGANGLIOMAS DURING PREGNANCY
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Pheochromocytoma and paraganglioma are hormone-producing tumors that are formed from chromaffin tissue.
Pheochromocytoma is derived from the adrenal medulla chromofinocytes and is a frequent case of
praganglioma, which develops from the cells of chromaffin tissue of the extra-adrenal localization. There may be
sporadic cases of pheochromocytomas and paragangliomas, and hereditary, due to mutations in various genes.
To date, the most studied changes in 6 genes: proto-oncogene RET, neurofibromatosis-related protein NF-1,
VHL, SDHD, SDHC, SDHB genes that are associated with other diseases. Tumors due to hereditary mutations
appear at a younger age, have a more malignant potential and a shorter time for the appearance of metastases.
The main link in the pathogenesis of developmental disorders is an increase in the concentration of
catecholamines (adrenaline, noradrenaline and dopamine) in the blood plasma of a pregnant woman, which
leads to an increase in blood pressure due to angiospasm, activation of the renin-angiotensin-aldosterone system,
vasopressin and a decrease in renal depressor function. As a result, the development of such pregnancy
complications as incomplete implantation of the ovum, premature detachment of the normally located placenta,
placental insufficiency, fetal hypoxia, death of the mother and / or fetusare possible.
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deoxpoMolIUTOMa TPEACTABISIET COOOW YACTHBIA CiIy4alk TMaparaHrJIMOMbBl.  OJTH
TOPMOHAJIbHO-aKTUBHBIE OIyXOJH, MPOUCXOJSIIIME W3 MO3TOBOTO CIOSI HAJMOYECYHHKOB HIIN
naparaHriiueB, NpoAyuupyroT karexonamunsl (KA). W30biTouHoi BBIOpOC ajpeHanuHa U
HOpaJpeHaJHa BbI3bIBAET IMOBBIIIEHUE apTepuanbHOro namieHus (AJl) BclIeACTBHE CYKEHUS
KpPOBEHOCHBIX cocynoB, akTuBanuu PAAC, a Takke MOJIOKUTEIBHOTO XPOHO- WU MOHOTPOITHOTO

neicTBus. ApTepHaibHas TMIEPTEH3Us Y OEpeMEHHBIX INpH JaHHOM MaTOJOIMU NPOTEKaeT ¢



BO3HMKHOBEHHMEM IPUCTYTOB, HATIOMUHAIOIIUX CUMIIATOAIPEHATIOBBIC KPU3bI, © MOXKET MIPUBOAUTH
K TSDKEJBIM OCIIO)KHEHUSIM IeCTalluy BCJIEACTBUE HAPYIICHHUS] MaTOYHO-IIIALEHTAPHOTO KPOBOTOKA,
TUIIOKCUU IUIOAA, MPEXJIEBPEMEHHOW OTCIOMKHM IUIALEHTHl U HACTYIUIEHUS MPEKIECBPEMEHHBIX
ponoB. W, XOTst yacToTa BCTPEUYaEMOCTH JAaHHBIX OIYyXOJeH B CTPYKType oOruieil 3a001eBaeMOCTH
HEBEJIMKA, HO aKTyaJIbHOCTh WX HW3YYCHHS Ha COBPEMEHHOM »JTare OOyCIIOBICHA OOJBIION
BEPOSITHOCTBIO JIETAJBHOTO MCXOAA JUIsI MaTepu W IUIOAA IPU OTCYTCTBUM JIEUYEHMs, a TaKXKe
CIOXHOCTBIO BEepU(UKALUUA OMYXOJMU BBUIAY OrPAHUYEHHUS HEKOTOPHIX TUATHOCTHYECKHX
MEpPOIPUATHI Y OEpEMEHHBIX.

[enp paboThl: aHANIW3 HWCTOYHHKOB JUTEPATYphl, TOCBSIICHHBIX COBPEMEHHBIM
MIPE/ICTAaBICHUSIM O BIIMSHUU (EOXPOMOIIMTOMBI U MaparaHriioMbl HAa TeuyeHUE OEPEeMEHHOCTH U
ponoB. PackpeiTHe poiu SHAOKPUHHBIX U CEPACYHO-COCYJMCTHIX HApyUIEHUH B BO3HUKHOBEHUU
OCIIO’)KHEHUH OepEMEHHOCTH U JIETAIBHOTO UCXO0/1a y MAIUEHTOK.

Aptepuanbnas runepter3us (Al') sBIsSETCs caMbIM PAacIIPOCTPAHCHHBIM HEWH()EKIIHOHHBIM
3a0o/ieBaHEM B MHpPE U BeAyHIMM (AKTOPOM pHUCKAa Ppa3BUTHS CEPAECYHO-COCYIHUCTHIX,
1epeOpOBACKYISIPHBIX M TOYEUHBIX 3a00JI€BaHMIA, NP 3TOM CMEPTHOCTH OT OOJIE3HEW CHUCTEMBI
KpOBOOOpAIeHHs 3aHUMaeT MEpBOe MECTO He ToibKo B Poccum, HO u B apyrux crtpanax [1]. Ilo
nanabiM BO3, runepTeH3uWBHBIC HApYIIEHHsS B TIEPHOJ TECTAMM 3aHUMAIOT BTOPOE MECTO B
CTPYKTYpE MAaTEpUHCKOW CMEPTHOCTH B MHupe, cocTaBisia 14%, a B Poccun 3aHMMarOT 4eTBepTOe
MecTo, cocTaBisist 15,7% [2]. Y GepeMeHHbIX BO3MOXHO pa3BuThe recraiiuonnoit AI', AT Ha ¢one
MIPESKIIATICUU WJIH DKJIAMIICUU U XpOHUYecKoil Al', KOTopasi BO3HHKAET 10 OEpeMEHHOCTH, U OJTHOM
Y3 €€ IPUYUH MOXKET SIBIATHCS (DEOXPOMOIIMTOMA WJIH ITaparaHriimoma.

deoxpomMonTOMa TPEACTABIIIET CO00M B OOJNBIIMHCTBE CIIy9YacB JOOPOKAYCCTBCHHYIO
TOPMOHAJIbHO-aKTUBHYIO OIYXOJIb, Pa3BUBAIOUINXCS U3 KJIETOK-XpOMaQPUHOLUTOB, HAXOIALIUXCS
B MO3TOBOM BEILIECTBE HAAMOYEYHUKOB. Takke BO3MOXKHO MPOUCXOKICHUE OMYXOJIH U3 KIETOK
xpomad(HUHOBOM TKaHM BHEHAANMOYCUYHUKOBON JIOKAM3AIMKA WM MaparaHriiueB, TO €CTh U3
CIUICTEHU CUMIIATUYECKON HEPBHOUM CHCTEMBI (UPEBHOTO, MOPTAIIBHOTO, TOYEHYHOTO U JPYTHUX ), TIE
pacmojaraiTcs TOPMOHIPOAYLHUPYIOIIME HEWPOIHIOKPUHHBIE KJIETKH, HUMEIoue olmiee
MIPOUCXOXKACHUE C y31aMH BEreTaTUBHOW HEpBHOU cuctembl [3]. B aTom ciydyae omyxosib HOCUT
Ha3BaHUE «IaparaHriuoma». MO3TroBOM €O HAJAIOYEYHUKOB SBISETCA CaMbiM KPYIHBIM
MaparairiiueM M pacCMaTpUBAeTCs KaK YAaCTHBIA Cily4yad maparaHrivoMbl. [Ipu sTom Ha moiio
HAJIMOYEYHUKOBOTO PACTOJIONKEHHUS omnmyXxoiau mnpuxoautca 85-90%, a BHEHaINMOYEeYHUKOBAs
nokanu3anua (opranbel LlykkepkaHnans, pacmonokeHHble BOMM3U OT Oudypkauum aopThl,
KapOTUIHOE TEeJblle, CHUMIIATUYECKUI CTBOJI, CKOIUIEHHS B CepJilie, BIO0Jb I[O3BOHOYHHUKA)
cocraBisgeT 10—15% [4].

ApTtepuanbHas THIEpPTEH3Us pa3iInyHOro reHesa Bcrpeuaerca y 10-30% OepeMeHHBIX.



deoxpoMolMTOMa Kak TMpUYMHA cuUMOTOMaThuecko Al HaOmomaeTcss JOCTATOYHO PEAKo, Y
0,002% Bcex OepeMeHHBIX, UTO COOTBETCTBYeT | ciydaro Ha 50-54 Toicsun GepemeHHOCTEH [5].
Oxono 10% siBnsitOTCS 3710KaU€CTBEHHBIMU, YTO OMPEAEISAETCS He OOBIYHBIMU MOP(OIOTHIECKUMU
U UMMYHOTUCTOXUMHUYECKHUMH KPUTEPUSIMHU, a HAIMYMEM METacTa3oB B HexpoMadHUHHBIE TKaHU
(xocTH, JeTKHe, Apyrue NapeHXUMAaTO3HbIE OPraHbl) U TUCTOJOTUYECKH MOATBEPKACHHON NHBa3Huen
B IuM(patnyeckue y3ibl. bonee yem y 25-30% nanueHTOB MaparaHinoMbl HOCST HACJIEICTBEHHBIN
xapaktep. B Hacrosiiee Bpems BbIsiBIeHO 14 TeHOB, a Haubolee U3yueHbl 6, MyTallil B KOTOPBIX
COIPSDKEHBl C PA3BUTHEM IaparaHrimomMsl U ¢eoxpoMonuTomsl [6]. Oto mporoonkoreH RET,
KOJUPYIOUINM pelenTopbl, KOTOpbIE YIPABIAIOT Pa3BUTHEM KIETOK 3apOJbIIIEBONM HEPBHOU
TpyOKH, U CBSI3aHHBIN C BOSHUKHOBEHHEM MHO>KECTBECHHOM SHIOKPUHHOM aucIIazuu tuna A u B,
MEIYJUISIPHOM KapUWHOMOW WIMTOBUAHOW >KENe3bl, TUIEPIUIa3hei MapalldTOBUIHBIX Keles,
Map¢aHOMOAOOHBIM BHEIITHUM BHJIOM, TaHTJIMOHEBPOMOM KOXH M CIU3UCTBIX 000JI0YEK, MyTaIlUMH
KOoTOporo BcTpewatorcs B 3-5% ciydaeB; TeH — cympeccop omyxoneBoro pocta NF-1,
HacJeACTBEHHBIN Me(eKT KoToporo HabmogaeTcs B 2—4% ciiydaeB U MPUBOJUT K BOSHUKHOBEHUIO
HelpodubpomaToza | Tuma, riavoMe 3pUTETHLHOTO HEpBAa M3-3a YPE3MEPHOM aKTHBAMU OENKOB
RAS; ren VHL wiu onyxonesiit cynpeccop VHL, acconumpoBannbiii ¢ Oonesnpio [ unmens—
Jlunpay, yactora ero myranui coctaBisieT 2-9%; u reast SDHD, SDHC, SDHB, cBsi3anHbIe C
HAaCJIEACTBEHHON maparanrauomoil 1, 3 u 4, uameHeHuss B KOTopslx B 3—5%, menee 1% u 2-7%
COOTBETCTBEHHO MOTYT MPUBOJHWTH K BO3HUKHOBEHMIO omyxojeu [3, 7, 8]. Tum HaciemoBaHus
JaHHBIX MYyTalii ayTOCOMHO-JOMHUHAHTHBIA. Manudecrauus 3a0oeBaHUs 4Yallle BCETrO
MPUXOJUTCS HA JETOPOJHBIA BO3PACT JKEHIIUH, OJHAKO BO3MOXHO BO3HUKHOBEHHME IEPBBIX
CHUMIITOMOB B JIETCKOM Bo3pacte wiu nociie 40—45 ner. Onyxoib BCTpEYaeTcsi OJJMHAKOBO YacTO Y
MY>KUYUH U SKEHIIMH, C HEOOJbIIMM MpeobiagaHueM y mnocieAaHux. [lanueHTsl, BO3HUKHOBEHHE
OIMyXOJel y KOTOPBIX CBSI3aHO C 3apOJIBIIIEBHIMU MYTAIMsIMH, Yalle MOJIOXKE, 4YeM IOIU, y
KOTOPBIX HE BBISBJICHO HACJIEACTBEHHOM MATOJIOTMH, U Y HHUX Yallle OTMEUYAeTCs JBYCTOPOHHEE
nopaxenue [3, 9]. Takxe y NalMEHTOB ¢ HACJIEACTBEHHON OTATOLIEHHOCTHIO Yallle HaOJII0AatTCs
3JI0KQYECTBEHHBIE OITyXOJIH, YeM MPHU CIOPaTUUECKUX ciydasx. Tak, 310KkaueCTBEHHbIN MOTEeHIUA
pu MmyTtauuu reia SDHB cocrasnser 24—70%, a cpeaHee BpeMs MOSBIEHUS METacTa30B — BCero 4
Mecsia, B cpaBHeHUU ¢ 20 Mecsimamu 7S MAIMEeHTOB 0e3 HacieNCTBEeHHBIX MyTanuid [8]. Takum
o0pa3oM, HacJeACTBEHHbIE (OPMBI  (PEOXPOMOLMTOMBI HMMEIOT HaWOOJBIIMM  MOTEHIMAI
3JI0KAYECTBEHHOCTH U CKJIOHHOCTH K PELUIUBUPOBAHUIO, a TaKXKe SBIAIOTCS MPEAUKTOPOM
IJIOXOTO0 MPOTHO3a [ )KU3HU U TeUEHHUsI OEpEeMEHHOCTH B YACTHOCTH.

I'maBHBIM 3BeHOM matoreHe3a Al mpu (eoXpoMOIMTOME W MaparaHriIMOMe SBISICTCS
MOBBILIEHNE KOHIIEHTPAIMK B IJIa3ME KPOBU OEPEMEHHOM JKEHIIIMHBI KaTeX0JIaMUHOB (apeHalNHa,

HOopanpeHanuHa W nodamuna). [log aeiicTBUEM 3THX BEIIECTB, C OJAHOW CTOPOHBI, B OOJBIICH



CTENEHM IO BIMSHUEM HeWpoMeauaTopa HOpaJApEHAJIMHA, KOTOPBIM B OTIMYME OT aJpeHAIMHA
OKa3bIBa€T OCHOBHOM 3P (EeKT Ha IIaJKOMBIIIEYHbIE DJIEMEHThl CTEHOK KPOBEHOCHBIX COCYOB,
BBI3BIBAs UX CMa3M, IPOUCXOASIT U3MEHEHUSI CKOPOCTH U 00beMa KpoBoToka, yBenuuenue OIICC u
pasBuBaetrca Al. BcenenctBue cHmXeHHS Nepy3MOHHOTO JaBJICHHS B IMOYKAX YBEIMYUBACTCS
BbIpa0OTKa pEHHWHA W AHTMOTEH3WHA 2, TaK KakK MPOUCXOIUT aKTUBALUS FOKCTArJIOMEpYJISIPHOIO
anmapara. JTo IPUBOAMT K CIIa3My KPOBEHOCHBIX COCYIOB U 3ajiepxKe Na U BOJbl, YBEIMUNBAETCS
OIICC, u Ha ¢oHe cHMKEHMsI JenpeccopHoil GpyHKIuM nouek pasBuBaerca Al y GepemeHHbIX. C
JIpyrol CTOpOHBI, MOBBIIIEHHE AJl BBI3BAaHO YCHWJIEHHEM aKTUBHOCTH aHTHJIUYPETHYECKOTO
rOpMOHa, JeiicTBHEe KoToporo HampasieHo Ha ysenumduenue OLIK, nmpu sTtomM HaGmromaercs
Ha0yXxaHHe CTeHOK cocynoB, yBenuunBatotcs OIICC u MOK.

Martepunckue KA mpoHHKAarOT uyepe3 MIAlEHTY K IUIOAY B HEOOJBIIUX KOMUYECTBAX —
okos10 10% [10]. [ToBblIeHHas KOHIIEHTpAIMA apeHaliHa U HOpaJpeHalInHa B KPOBU OepeMeHHON
MOXKET TPHBECTH K HAPYHICHHIO ()ETOIUTAEHTAPHOTO KPOBOOOpAIIEHUS, HENOIHOICHHOCTH
IUTAIIEHTapHOTO JIOKA, PAa3BUTHUI0 MHUKPOAHTHONATHUN, 4YTO B CBOIO OuYepelb CIOCOOCTBYET
BO3HMKHOBEHHUIO TaKMX  OCIOXKHEHHUH, KaK TpexJAeBpeMEHHas  OTCIOWKa  HOPMalIbHO
PacIoIOKEHHON TUTALIEHTHI, KOTOpasi BO3HUKACT OOBIYHO BHE3AIHO, B COCTOSIHUU IOKOS, U B
TSOKEJIBIX CIy4asiX MOXET NMPUBECTH K OCTpoW rumoxkcuu v rudenu moxa [11, 12]. Ha panHux
sTanax OEpPeMEHHOCTH HapylleHHe (HOPMHUPOBAHMS IUIALIEHTAPHOTO JIOXAa U WIIEMHs TUIALEHTHI,
COTIPOBOXKAAOIIAsICS €€ NH(PAPKTOM, CKJIEpPO30M BOPCHH, HApYIICHUEM TpaHcpopMaluu aa.spirales,
CHOCOOCTBYIOT HEMOJIHOILEHHOW HWMIUIAHTAIllMU IJIOJHOTO silla M WHBa3uu Tpodobmacra [12].
Mopdonoruueckue #u (PyHKIMOHAIbHBIE W3MEHEHHs IUIALlEHTHl MPUBOAAT K  YXYALUICHUIO
ra3ooOMeHa, HapylmIeHHIO ee Tpoduueckold (YHKIWH, YBEIWYCHHUIO TOHYCa MHOMETPHUS U
CHIDKEHHUIO TPUTOKA KPOBHU K IUJIAIIEHTE, YTO COMPOBOXK/IAETCS BEHO3HBIM 3aCTOEM M HApYyIIEHUEM
BBIICTICHUsI TPOAYKTOB  MeTa0onu3Ma — MOYEBHHBI W  KpEaTHHUHA, TOBPEXKICHUEM
reMaToIIalleHTapHOro Oapbepa € YBEIHMYEHHEM €ro MPOHHMIAEMOCTH S MHKPOOPTraHH3MOB,
TOKCHHOB U JICKAPCTBEHHBIX CPEICTB, TO €CTh pa3BUBACTCs (ETOIUIAICHTApHAS HEJOCTATOYHOCTH
[13]. ITox meiicTBMEM MOCTOSTHHOTO BBIOpOca (eoxpoMOonUTOMON Wi maparanrimuoMon KA u
crmazMa COCy/JOB B CHCTEME «MaTh — IJIalleHTa — IJI0J1» BO3HHUKAaeT JIEKOMIICHCHPOBaHHOE
COCTOSIHUE, HapyIIeHHUEe KPOBOOOPAIICHNS BHI3BIBAET XPOHHUECKYIO THMIIOKCUIO, CHUYKAETCSI CUHTE3
Oellka, 4TO MPHUBOTUT K TMEpepaclpe/IeICHHI0 KPOBOTOKA Iiona Juis obecreueHus padotsr [THC,
pa3BUBaeTCS aCHMMETPUYHBIN TUIT 3a/iepKKu pa3Butus mioaa (3PII), moBeImmaeTcst puck pa3BUTHS
BHYTPUYTPOOHBIX aHOMAJHUH, MPEXKIEBPEMEHHBIX U CTPEMHUTEIBHBIX POJOB [5, 14].

C yBenuueHHEeM Cpoka OEpeMEHHOCTH HAONIONACTCs YXY/IIEHUE COCTOSHHS JKEHIIUHBI C
pa3BUTHEM SIPKOM KIMHUYECKOH CUMNTOMATHKH. M3-3a pacTsDKEHUS M yBEIMYECHUS MATKH, POCTa

IJI0/1a TIOBBIIIACTCS BHYTPUOPIONIHOE JaBiieHHWe. BcliencTBue claBiMBaHUS IUIOAOM OITyXOJIH



BO3MOXXEH HEKOHTPOJIMPYEMbIH BBIOPOC OOJIBIIOTO0 KOJIMYECTBA KaTEXOJIAMMHOB, YTO Yallle
Habmongaercst B Il Tpumectpe GepemeHHOCTH WM BO BpeMsi poaoB [15]. Takoil TpaH3UTOPHBIM
noabeM A/l Hepeako NMPUBOAUT K TMOENN HE TOJIBKO peOeHKa, HO M JKEHIIUHBI. Takke co CTOPOHBI
MaTepU BO3MOXXHO pa3BUTHE TaKOI'O OCJIOKHEHHUS, Kak OCTpOE€ HapyLIEHHME MO3IOBOIO
kpoBooOpamieanst (OHMK) ¢ kpaTkoBpeMEHHOW TOTepe CO3HAHHS, KOHTpaJlaTepPabHBIMH
nmape3aMy IO LCHTPaJIbHOMY THILy, PEUEBBIMH HaApyLICHUAMH IPU IMOPAKEHUM JOMUHAHTHOIO
MOJyIIapusi, CHM)KEHUEM MBIIIEYHOT0 TOHyca INpHU HIIEMUH B BepTeOpobazuisipHoM OacceiiHe,
00I1IeMO3TOBBIMH M MEHHMHI€aJIbHBIMH CUMITOMaMH Iipu remopparudeckom turne OHMK [16, 17].
Bosnuknosenne OHMK u nHCYNbTOB BO BpeMsi OEpeMEHHOCTH yBEIMYUBAET PUCK TMOeNnu 1ioja, a
IIPUEM JIEKaPCTBCHHBIX MPENapaToB M NMPOBEACHUE AUATHOCTUYECKUX MPOLETYP MOTYT OKa3bIBAThH
TepaTOreHHbI 3 dexT. Jlpyrue HapylieHUs,, BO3HHKaroIIue NpH (HeoXpoMOLUTOME, TaKue Kak
apUTMHUHU, OCTPBII KOPOHApHBIA CHUHAPOM, KapAMOMHUONATHS, «KAaTE€XOJIAMUHOBBI MHOKApIAUT» C
muctpodueil 1 Hekpo3oM MuouOpwiLI, (HOpMUPOBAHHE AHEBPH3MBI A0PTHI M €€ Pa3phbiB, OTEK
JIETKUX, TaKXKe SBJISIIOTCSI TPO3HBIM OCIIOXKHEHHEM OEpEeMEHHOCTH, YBEJINYMBAIOIUM MaTEPHHCKYIO
U NepuHaTalbHyl0 cMepTHOCTh [2]. Ilox BimsHueMm u30bITOYHOro Koimuyecrsa KA Topmosurcs
CeKpeLusi WHCYJIHMHA, YTO CHOCOOCTBYET BO3HHMKHOBEHHUIO I'€CTAIMOHHOTO CaxapHOro nuabera u
yCYryOIeHHI0 MHCYIUHOpe3ucTeHTHOCTH [18, 19]. JlucOaiaHC KOHTPHHCYJSIPHBIX TOPMOHOB H
HEXBAaTKa MHCYJIMHAa MPUBOAAT K pa3BUTHIO Jua0eTHYecKod sMmOpuomnatuu, ycyryomisercs
HapylleHue (OpPMHPOBAaHUS IUIALIEHTBI W AHTMOTEHe3a, KOTOpble HaONIOJAINCh  IIpU
(deoxpomMoiToMe, MOBbIMIAETCS pUCK pas3Butus mnpesknancuu (I19), skmamncun (9), [ABC-
CHHJIpOMa, a Takke cHxkaercst Beipabotka ['KK, uTo mpuBoauT K OPMHUPOBAHUIO PECITUPATOPHOTO
JUCTPECC-CUHIpOMa IIJI0/1a U3-3a HapyLIeHUs] CUHTe3a cypdakTanTa. Puck neTanbHOro ncxoaa s
KEHIMH BO BpeMsi 0EpEeMEHHOCTH MPU OTCYTCTBUHM CBOEBPEMEHHON JTUATHOCTHKU M ONTUMAILHOTO
neueHus gocturaet 48—58%, a nMpu paHHEM BBISBICHHUU OMYXOJH U BBIOOpE MPAaBUIBHOIO METOJA
neueHust cHuxkaercs 10 5%. [lepunaTtanbHast CMEPTHOCTH MPHU (HEOXPOMOLIUTOME U MAparaHrJInOMe
cocraisieT 40-50%, cMepTHOCTh HOBOPOKIEHHBIX MpeBbIaeT 75%, a mpu aJeKBaTHON Tepanuu
3T MOKa3aTeau cHuxarTces 10 15% [19].

Knuauyeckass kapTuHa (EOXpOMOIMTOMBI UM IAaparaHrjidoMbl Npu  OepeMEHHOCTH
COOTBETCTBYET THUIEPTOHUYECKHM Kpu3aM. [Ipu mapokcu3MaibHOM TE€YEHHUU (HEOXPOMOIUTOMBI
CUMITOMBI CXOKH C CUMIATOaapeHaaoBbIM KpuzoM [20, 21]. XKeHmnHa npeabsaBiseT kaao0bl Ha
pe3koe u BHe3anmHoe noBeimeHne AJlcuct. 6omee 200 MM PT. CT., MyJILCUPYIONIYIO TOJIOBHYIO 0OJTb,
TOJIOBOKpPY>KE€HHUE, MMOXO0JI0JaHHE KUCTEH U CTOI, BOSHUKHOBEHHE OJBIIIKH, IIyMa B yIax, O0IM B
KHUBOTE M 3a TPYJIUHOM, UyBCTBA CTpaxa BO BpeMs PUCTYyIa, 03HO0a, TOMIHOTHI ¥ pBOTHI [22]. Ilpu
BBICOKMX 3HaueHusAx AJl BO3MOXHBI Cy)KEHUE MOJEeH 3peHHs] WIM MX BbINAJCHUE, MOSBICHHUE

MYyIIEK Mepe] Taa3aMu, 4YTo 00yCIIOBICHO CIIa3MOM KPOBEHOCHBIX COCYAOB CETYATKH, MPUBOISIINM



K ee orcioiike. KinaccnyecknM mpu3HAKOM MaparaHrJIMOMBI siBisieTcsl Tpuaga KapHes: oOmiibHOe
MOTOOT/IEJICHHE, TOJIOBHAs Ooyb, TaxukapAus. Takke y TMalUEHTOK OTMEYaroTcsl OJIeTHOCTh
KOXHBIX MOKPOB, CYXOCThb CIM3UCTBIX 000JIOYEK, MOBBIIEHUE TeMiieparypsl Tena 1o 40°C usz-3a
crasMa cocyloB W HapyuieHus Teruiootrnaun [23]. [IpomonKUTENBHOCTh Kpu3a KONeONIeTcs OT
HECKOJIbKUX MUHYT 70 2—3 4yacoB U 0oJjiee, yacToTa BapbupyeT oT 1 pa3a B Mecsll JO HECKOJIBbKUX
pa3 B AeHb. [locie kpu3a oTMedaercs Momypusi, MeXIy IPUCTYIIaMH >KeHITMHA OLIyIIaeT ci1aboCcTh
U pa3OUTOCTh, BO3MOXKHBI SMU30AblI runoteHsuu [24]. [IpoBouupoBaHue pa3BUTHS MPUCTYMA Y
OepeMEHHOM BO3MOXKHO MpPH SMOLMOHAIBHOM cTpecce, (U3UYECKOH AaKTUBHOCTH, H3MEHEHUU
MOJIOKEHUS Teja, NaJbllallid OINyXOJM, NaJbllallid MAaTK{, BaruHaJbHOM HCCIIEJJOBAHUH,
BBICJIYIIMBAaHUM CEPILEOMEeHMsI TJI0J]a U U3MEHEHUHU ero nosoxeHus. [Ipu ctabunbHOM TedeHHH
(dbeoxpoMoruToMbl AJl TOCTOSHHO TOBBIIIEHO, BO3MOXXHBI HapylieHHE (YHKIMH TIOYeK U
W3MEHEHHs TJIa3HOTO JAHA. JKEHIIMHBI NPEAbABISAIOT KajJoObl Ha OBICTPYIO YTOMIISIEMOCTb,
TOJIOBHYIO 0OJTb M JTAOMIIEHOCTh HACTPOCHHUSI.

VY G6epeMeHHBIX (EOXPOMOIIMTOMA U TTaparaHrinomMa MOryT UMHUTHpoBaTh [19, O u pa3priB
MaTKd, 4YTO CO3JAaeT CIOXXHOCTH Il JAWArHOCTUKH omyxond. [uddepeHnnansHpMu
JMAarHOCTHUECKUMH KPUTEPUSAMH, OTIMYAOIMMU (eoxpomorromy oT IID u 3, sBiuswoorcs
OTCYTCTBHE OTEKOB TOJIEHH, OTCYTCTBME€ HapyLIEHUH CBEpTHIBAIOIIEH CHUCTEMBl KPOBH U
MPOTEUHYPUH, TPU ITOM JJIsi HEE XapaKTEpHbI IMOSBICHHUE OPTOCTATHUECKON TUIEPTEH3UH H
HaJu4Hre MPU3HAKOB HelpoduOpomarosa (msaTHa 1BeTa kKode ¢ MojokoM, huOpoMbl Ha Koxe) [24].
Yrpoxaromuil pa3pblB MaTKH XapaKTepU3yeTCsl BOSHUKHOBEHHEM OOJIM BHU3Y >KMBOTA, MaTKa MpH
9TOM OOJIE3HEHHA M HANpsHKEHA, MEpephIB MEKIY CXBATKaMU HE3HAUMTENbHBIN; PU HauyaBIIEMCS
pa3pbiB€ BO3HUKAIOT MpHU3HAKW OO0JIEBOrO IIOKA M HapyKHOE€ KPOBOTEYEHHE, YTO MOMOIaeT
OTJIMYUTDH Pa3pblB MATKU OT KpH3a MpH (HEoXpOMOIMTOME U IMaparanrivome. B kadectBe merona
MEPBUYHON JMAarHOCTUKH PEKOMEHJOBAHO OIpeAeNeHHe METHIMPOBAHHBIX MPOU3BOAHBIX KA:
CBOOOJHBIX METaHE(PHUHOB IUIA3Mbl WM (HPAKIIMOHHUPOBAHHBIX METaHE()PUHOB CYTOYHOH MOUHU
METOZIOM KHJIKOCTHOM XpomaTorpaguu C MacC-CIIEKTPOMETPUEH WM DIEKTPOXUMHUIECKUM
aHanu3oM. YyBCTBUTENIBHOCTh JAHHBIX METOJ0B cocTaBisieT 95—100%, mpudyem B COBPEMEHHBIX
WCCIIEIOBAaHUSAX  TMOATBEPKACHO NPEUMYIIECTBO  HWCCIENOBaHUS  IUla3Mbl  KpoBU  [25].
JIOKHOMIOJIOKHUTENNbHBIE pe3yNbTaThl HaOM0a0Tca B cpeaHeM B 10—15% cimyuyaeB u cBs3aHBI ©
HENpPaBWIbHOM TEXHUKOM cOopa MaTepuana (KEHIIMHA JOJKHA HAXOAUTHCS B MOJI0XKEHUH Jiexka 30
MUHYT mepes 3a00poM KpOBH, TaK KaK B BEPTUKAJIbHOM IOJOKEHUU YBEIMYUBAIOTCA CKOPOCTH
KIIMpeHca MeTaHe(PUHOB M BIHUSHUE CHMIATUYECKOM HEPBHOM CHUCTEMBbl Ha CTUMYIIALHUIO
BBIPAOOTKM HOpAJIpEeHAINHA) WU MPUEMOM JIEKAPCTBEHHBIX CPEACTB (J1abeTanoja, METHIIOIOB,
TPUIUKIMYECKUX aHTHAENpeccanToB, uHruOutropo MAOQO, neBomomoB u 1p.) [4]. Onpnaxo

crenuaibHble peQepeHCHble 3HayeHHs HopMmainbHOro ypoBHS KA jamns OepeMeHHBIX He



yCTaHOBJCHBI. [IpW TIOBBINICHWHM KOHIIGHTPAIIMA METAaHC)PHHOB TMPOBOAMTCS TOIHYSCKAS
TUarHOCTHKAa, KOTOpas Takke HuMeeT OCOOGHHOCTM B mepuon recrauuu. Haubonee
WH(OPMATUBHBIM  METOJIOM JHArHOCTHKH TMpu3HaHa KommbioTepHas Tomorpadus (KT),
o0Jamaromas JTy4IiuM MPOCTPAHCTBEHHBIM pa3pelieHrueM U mudpoBoil nHpopMaIuei o INI0THOCTH
OIMyXOJM Ha BcexX (a3ax wHcciemnoBaHUs, HO OCEPEeMEHHOCTh SBJSETCS MPOTHBOIOKA3AHHEM K
npoBeaeHuto KT. Takke mnpu OEpeMEHHOCTH HE  HCIOJB3YIOTCS  CIUHTHUTpadus ¢
MeTaloI0CH3WITYaHUIMHOM U TO3UTPOHHO-3MUCCHOHHAS ToMorpadus ¢ (GTopae30KCUTIIIOKO301,
MOCKOJIbKY pPaJHOAaKTUBHBIE BEILIECTBA, A€ B MaJIbIX J103aX, MOTYT OKAa3bIBaTh HEraTHUBHBIN
s dekt Ha pazBuTHe TWIoAa [26]. s onpeneneHus JIOKAIU3aIuH OIyXOJIH HCTONb3ytoTes Y3U,
BO3MOXHOCTH KOTOPOT'O OTpaHUYEHBI [0 MEpPE YBEIUYEHHUS CPOKA IeCTallui U3-3a POCTa MAaTKH, U
MarHUTHO-pE30HAaHCHas ToMorpadus, HE OKa3blBaloIlas HETaTUBHOTO BIMSHHUS Ha TUIOA.
KenmmHaM NPOBOIUTCS TEHETHMYECKOE TECTHPOBAHME, TaK Kak OOJBIIOE YHCIO OIMyXOoJieh
0oOyCJIOBJICHBI ~ HACJICACTBEHHBIMH MYTallUSIMH, a JTO 3HAYUT, UYTO JMArHOCTHPOBAHHE
HACJIEICTBEHHOTO0 CHHApPOMa y Mpo0aHAa MO3BOJIUT CBOEBPEMEHHO BBISIBUTH OIMYXOJHU Yy peOeHKa U
JIPYTUX YJIECHOB ceMbH [4].

3akmouenne. Mcxoas w3 BCero BBIMIENEPEUYHMCICHHOIO MOXHO CJelaTh BBIBOJ, YTO
(heoxXpoMOIMTOMa W TIaparaHrJIuoMa MPEJCTaBISIOT YIrpo3y IS KU3HU MATEPH U TUTOZA, a TaKKe
CHOCOOCTBYIOT BO3HMKHOBEHMIO PA3JIMYHBIX OCJIOKHEHUH BCIEACTBUE MHTOKCUKALIUU >KEHIIMHBI
karexonamuHamu. [llupokoe pacrpocTpaHeHHe TUIEPTEH3UBHBIX HAPYIIEHUN cpeln OepeMEeHHBIX
U HEBO3MOXHOCTh YCTAaHOBIICHUS WX HWCTUHHOW TMPUYHMHBI H3-32 HAIUYUS COMYTCTBYIOIICH
COMATUYECKOW TMATOJNOTUU W TPYyAHOCTH nuddepeHmanum CUMITOMOB (EOXPOMOIUTOMBI U
MaparaHrimoMbl OT ACCEHIIMaIbHOM K rectanonnon Al, I1D u 3, a ciegoBarenbHO, OTCYTCTBHE
CBOEBPEMEHHOI JUarHOCTHKH OIYXOJIH, MPUBOJAT K BHIOOPY HEMPaBUIBLHOM TaKTUKU JICYCHUS U
BBICOKOMY pHCKY TI€pUHAaTalbHOH M MaTepUHCKOM CcMepTHOCTH. B Hacrosiiee Bpems
(heoxpoMoITOMa HE SBIISCTCS MOKa3aHMEM K MpephIBaHHIO OepeMeHHocTU. B 3aBHCcHMOCTH OT
CpOKa TeCTallMM M WHANUBUIYAIbHBIX TOKA3aHUM MPOBOIUTCS HHIAOCKOMHYECKAs OMEparus s
yAaJeHUs] OMyXOJIM M JalbHEWIIEro TMpOJIOHTUPOBaHUA OepeMeHHOCTH. TakThka BeleHus
OepeMEeHHOCTH U POJIOB JOJKHA MOAOUPATHCS UHAUBUAYAIHHO IIPU COBMECTHON pabOTe aKylIepoB-
TUHEKOJIOTOB, KapAHOJIOTOB, SHAOKPHUHOJIOTOB-XUPYPIOB U HEOHATOJIOTOB, YTO MO3BOJIUT YJIYUIIUTh

MIPOTHO3 JUIsl )KU3HU U 3J0POBBSl MaTepU U peOCHKa.
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