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Dunbpo3HO-MbILeyHas avcnnasus (PM/J]) — aTo HeaTepockyiepoTnyeckas, HeBoCnanuTenbHas apTepruonaTus, KoTopas MOXeT nopaxaTb apTepumn BCeX
COCYyAMCTbIX 6aCcCenHoB 1 Yallle BCero AMarHocTupyeTcs y XeHLmH B Bo3pacTte oT 20 1o 60 ner.

Mbl NnpyBOAMM onuvcaHue kKnuHudeckoro cnydas @M/, maHudecTmpoBaBLUei KIMHUKOM UeMrnyeckoro nHeynsta 'y 10-mecsyHoro mnageHua. Mpume-
HsieMble ANarHOCTUYECKNE METOAbI HE MO3BONN NPU XN3HN YCTAHOBUTL NPUYNHY HEKOHTPONMPYEMOI apTepuanbHON rmnepTeH3nn y naumenTa. MNaro-
Nornyeckoe nccnefoBaHvne BbiIIBUIO FreHepann3oBaHHyo TyOynsipHYO MbllleyYHO-bUBOPO3HYI0 COCYANCTYIO ANCNNasnio, 3aTparnsBaloLLyio apTepuanb-
Hble COCYAbl MPaKTUYECKN BCEX UCCNEAYEMbIX COCYANCTbIX 6aCCEHOB 1 GOPMUPYIOLLYIO YHaCTK/M CTEHO30B apTepuii 06eunx noyek, cepaua, rofoBHOro
MO3ra, KULIEeYHMKa, NeYeHN, CeNne3eHKN.

BaknoueHne. Mannoectaumns M/, B MnageH4eCKkOM BO3PaACTe acCOLMUPYETCS C TSXKENbIM TEYEHUEM U MIOXMM NMPOrHO30M. YNy4lLEeHMIO NPOrHo3a
npv gaHHom 3aboneBaHnmn, O4EBUAHO, OyAeT CNoCcOOCTBOBATL NOCTAHOBKA AMAarHo3a A0 Pa3BUTUS OPTraHHbIX OCIIOXHEHWI, A1 YEro HEOOXOAMM KOHT-
pOJb YPOBHS apTePUanbHOMO AABNEHUS NPY PYTUHHBIX MeaMaTpUHecKx OCMOTPax AeTel NepBOro roaa Xu3Hn Aaxe npu oTCyTCTBUN Xanoob.
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Fibromuscular dysplasia as the cause of malignant renovascular
hypertension in a newborn
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Fibromuscular dysplasia (FMD) is a non-atherosclerotic, non-inflammatory arteriopathy, which can affect arteries of any part of vascular system and
is most commonly diagnosed in women between 20-60 years of age. We present the FMD case study of ischemic stroke in a 10-month-old child,
manifested in the hospital. The application of diagnostic methods is not allowed to determine the cause of uncontrolled arterial hypertension develop-
ment in patient during the life. Pathologic study revealed the generalized tubular fibromuscular vascular dysplasia affecting arterial vessels practically
of all parts of vascular system and forming stenotic areas of both of the renal arteries, the arteries of the heart, brain, intestines, liver and spleen.

Conclusion. FMD manifestation during the period of infancy is associated with severe course and poor prognosis. The improvement of the prognosis
for this disease, obviously, can be achieved in case of the diagnosis the disease before the development of organ complications, what is required the
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monitoring of blood pressure level during the routine pediatric examinations in children of the first year of life, even in the absence of complaints.
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TOPUYHAA (CUMIITOMATHUYCCKAS) apTEPUAIbHAS TU-

nepreHsus (Al) — 3TO runepTeH3us1, IPUYUHHO CBS-

3aHHAd C HAJIMYUEM NATOJOIMYECKUX IIPOLIECCOB B
OpPraHax U CUCTEMAX, YYACTBYIOIIMUX B PETY/IALIAU YPOBHS ap-
TEPUAIBHOIO Aasnenus (All) B opranusme. Eciu B CTpyKType
ATy B3POC/IBIX ITALMEHTOB CUMIITOMATUYECKUE TUIIEPTCH3UMN
COCTABJIAIOT BCETO OKOJIO 5%, TO Y JETEN 3TO COOTHOIIEHUE
SIBJIAETCS UHBIM — YEM MJIAJIIIE BO3PACT, B KOTOPOM BIIEPBbIE
OBIJIO BBISIBJICHO INOBBIINIEHUE AJl, TEM 60JI€€ BEPOSITEH BTO-
pyYHBIN Xapakrep AL

Cpeau NpUYUH CUMIITOMATUYECKUX Al'y 1eTel nepsoe
MECTO 3aHUMAET I'UIIEPTEH3U, CBA3AHHASA C BPOXKICHHON
WA IPUOOPETEHHON MATOJIOTHEN TOYEK. B CTPpyKTYpE MO-
yeuHbIX Al Ipeo61aaloT PEHONAPEHXUMATO3HbIC, COCTAB-
naomue 70-80% ciydaes, U 3HAYMUTEIBHO PEXKE BCTPE-
4aI0TCA PEHOBACKyNApHbIE. BropuyHasa Al, cBA3aHHAA C
KapJUOBACKY/IAPHOM MATOJOTHUEN, 3a00I€BAHUAMU SH/I0-
KPHMHHOM M LIEHTPAJIBbHOM HEPBHOM CHCTEM, COCTABJIACT
OKOJIO 10—15% cityuaes.

TaxuM 06pPaA30M, KAKABIHN ciiydail Al B neguaTpuu npes-
CTaBJIIECT COOOU OOGIMIMPHOE MOJIE sl IUATHOCTHYECKOTO
IIOUCKA, 4 Y IETEX PAHHET'O BO3PACTA ITIOYTHU BCETA TPEOYET
UCKJIIOYECHUSI CEPbE3HON (POHOBOU MAaTONOIUU. IMEHHO
IIO3TOMY ypPOBE€Hb Al y peb6eHKa JOJIKEH ObITb HEOJHO-
KPAaTHO OILIEHEH YK€ C MEPBBIX MECALIEB €I0 )KU3HU. DTO
CO3JACT NPEAIOCHUIKM I CBOEBPEMEHHON JUATHOCTUKU

32601€BAHUS, ABISAIONIETOCS NPUYNHON Al 1 moMoraer us-
0exaTb Pa3zBUTHA (PATAIbHBIX OCJIOKHEHUN CO CTOPOHBI
OPraHOB-MMIICHE.

MBpbI IPUBOJIUM KJIMHUYCCKUI CJTydall CUMIITOMATHUYECKOM
AT’y pebenka, MaHH(DECTUPOBABIICH UIIEMHUYCCKUM HHCYIIb-
TOM B 10-MeCsI9HOM BO3pacTe. PeakocTb (puOpO3HO-MbIIIEY-
HOU jgucriasuu (PM]L), ABUBIIENCA NPUYUHOU 3/I0KAYE-
CTBEHHOI'O T'MIEPTEH3MOHHOIO CUH/POMA Y HAIIETO IAIUEH-
T4, 1 OTCYTCTBUE YCTAHOBJICHHBIX KJIMHUKO-UHCTPYMCHTAJIb-
HBIX KPUTEPHEB JUATHOCTHUKU 3TOI'O 3200JIEBAHUS B IIE€/IUAT-
PHYECKOI KOIrOPTE OOYCIOBWIN TPYAHOCTH IIPU BBIACHEHUHN
npuyYUHbI AI'y 3TOr0 60IBHOIO.

KnuHuuyeckuin cnyvam

Manpuuk I, 10 mec, noctynui B I'BY3 «Mpxyrckas rocy-
JIAPCTBEHHASI OOIACTHAS JIETCKAs KIMHUYECKAsl OOJIbHUILLA>
(TJ1aBHBIN BPay — 3aCJIy’KEHHBINA Bpad Poccurickon Penepa-
1y, Ipodeccop, JOKTOP MEJUITMHCKUX HayK ['B.IBaK) ¢ »xa-
n06amu Ha noseleHue A/l 10 220/110 MM pPT. CT., 6ECTIOKOI -
CTBO, CHJKEHUE OObEMA [JBUXKEHUI B IIPABOU HOXKKE.

W3 anamMHe3a JKU3HU U3BECTHO, YTO MAJIbYUK POJUIICA OT
BTOPOU HOPMAJIbHO MPOTEKABIIEN OEPEMEHHOCTH, IIEPBLIX
CPOYHBIX (PU3HOJIOIMUECKUX POJOB. Macca Tena Ipu poxie-
Huu 2820 1, ;y1nHA 48 CM, OLIEHKA 110 MKajae Aurap 8—9 6an-
J10B. 1O 3 M€eC pEOEHOK POC U PA3BUBAICA COOTBETCTBEHHO
BO3pacTy. C 3-MECAYHOI'O BO3PACTA OTMEYAIOCh CHUXKEHUE
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TEMIIOB IPUOGABKU MACCHl TE€Ia IPH HOPMAJIbHBIX TEMIIAX
IICUXOMOTOPHOT'O PA3BUTHSL.

3HAYMMBIX OCOOEHHOCTEN CEMENHOI'O AaHAMHE3A BbISIBIIE-
HO HE ObLIO.

ITpu c6ope anamHe3a 3a6071€BAHNA YCTAHOBICHO, YTO B
TEYECHNE MECSIA, IPEANICCTBYIOMIEIO HACTOSIICH I'OCITNUTA-
JIN3A1UY, Y PE6EHKA OTMEYAINCD IVIOTHBIE, yMEPEHHO BbIPA-
JKEHHBIC OTEKU HA T'OJICHAX M cTonax. K Bpady 110 3TOMYy 1O-
BOJIY POJAMTENN HE OOPAIAINCE. 32 3 IHS JO TOCIIUTAIN3A-
11y Ha (POHE YIOBJICTBOPUTEIBHOI'O OOLIECTO CAMOYYBCTBHS
U 6€3 KaKOro-1160 NPOBOLUPYIOMETO (PAKTOPA NOABUIUCDH
BBIPAKEHHOE 6ECIOKOMCTBO, OIPAHUYCHUE JBIDKCHUH B
[IPaBOM HIDKHEH KOHEYHOCTU. 34TEM PAa3BHJICS IIPUCTYIL
KJIOHHMKO-TOHHUYECKUX CYJOPOT, IO MNOBOJAY YE€TO MAJIbYUK
ObUI TOCHUTATU3UPOBAH B CTALIMOHAP I10 MECTY JKUTEILCTBA,
rae BHepsble O0bIO u3MepeHO AJl, BbiaBuBIIEE Al 10
220/110 MM pT. cT. C LEIBIO YTOYHEHMA AUATHO32 PEOCHOK
ObUI HAIPABJIEH B HAIY KIMHUKY.

[1py NOCTYIUIEHUH COCTOSIHUE PeOGEHKA ObLIO PACLIEHEHO
KaK TspKesaoe. OTMEYAIUCh BBIPAKEHHOE OECIIOKOMNCTBO,
OGJIETHOCTD U «MPAMOPHOCTB>» KOXKH, HETTOCTOSIHHBIA aKPO-
IIMAHO3, CHUKCHHBIN OObEM JIBIDKEHUN B IIPABOI HUKHEH
KOHEYHOCTU. PU3BUYECKOE PA3BUTHE HHU3KOE (Macca Tea
8 KI'), TOJKOKHBII KUPOBOM CJIOM PA3BUT HELOCTATOYHO,
pacnpeesiecH paBHOMEPHO. I'pyiHas KIeTKa OObIYHOI (pop-
MBI B JIETrKMX IIy3pUIbHOE JbIXaHHE. TOHBI cep/ilia IIPUTILY-
IIE€HDI, TAXUKAPANS 10 162 yi1,/MHH, IIO JIEBOMY KPAIO I'PY/IH-
Hbl (DYHKIIMOHAJIbHOI'O TEMOPA CHUCTOJMYECKUI IIyM, 6€3
IKCTPAKaApAHUAIbHOIO nposeaeHus. A/l 220/110 MM prT. CT. HA
obenx pykax. ITysibc Ha epruepUdecKux apTePUaX CUMMET-
PUYHBIM, YIOBICTBOPUTCABHBIX CBOMCTB. IIIyMOB Haj
061aCTBIO KPYIIHBIX COCYIOB HE BBICYIIUBAIOCH. JKUBOT MAT-
KW, JOCTYITHBIN NTAJIBIALIIUN BO BCEX OTAenax. Kpan reuyenu
Ha 2,0 CM BBICTYIIAJI U3-T1I0, IIPABOM pEOEPHOM AYTH, CEJIE3EH-
Ka — He yBesindeHa. OTEKOB HE ObLIO.

Manpunk 6Bl OCMOTPEH HEBPOJIOIOM, BEPUPUITUPOBAB-
IIUM OCTPOE HAPYHIEHHE MO3IOBOI'O KPOBOOOPAIICHUS I10
UIIEMUYECKOMY TUILY B JIEBOM KAPOTUIHOM O6ACCEIHE, IIPABO-
CTOPOHHMH remumapes. Ilpn  o@dTATBMOJIOTHYECKOM
OCMOTPE JUATHOCTUPOBAHA AHTMOIATHS CETUYATKU: PACIIN-
pEHME BEH, CY’KEHUE APTEPUH, IIETEXHUAIbHBIE KDOBOU3/IHSA-
HHS B CETYATKY ITPABOI'O 11434,

JIabopaTtopHOe 06C/IEJOBAHUE IIPU ITOCTYIUIEHHUU BbIIBUIIO
B AHAJIM3aX KPOBU A4HEMHUIO JIETKOI CTENEHHU (IreMOITIOOUH
89 1/11), yMEPEHHOE MOBBIIEHUE AKTUBHOCTU AJIAHUHAMHHO-
TpaHcdepassl (263,6 En/n), acnapraTaMuHOTPpaHC(EPasbl
(172,9 Ep/nm) m nakraraeruaporerassl (549 En/m).

VI3MEHEHUS B aHAJIN3aX MOYU XAPAKTEPU3OBAIUCH yME-
penHoit nporennypuett (0,46 1/11), MUKPOTeMATYPHEH, 1TH-
JIMH/IPYPHETL.

VccejoBaHNE IUIA3MEHHBIX KOHIICHTPAIIUEI aIPEHOKOP-
THKOTPOITHOT'O FTOPMOHA, KOPTU30:1a, 17-OH-nnporecrepona

HE OOHAPYKUJIO OTKJIOHEHUN OT pe(PEPEHCHBIX 3HAYEHUN.
AKTHMBHOCTb PEHHMHA IJIA3MBbl ObUIA IIOBBIIEHA B 2,5 pa3a OT-
HOCHUTENBHO BEPXHEN I'PAHUIIBI HOPMBI (4 HI'/MJI/4). BbII I1O-
BBIIIIEH B KPOBU U YPOBEHb HEMPOH-CHEIUPUUECKON €HOIA-
3bl (53,72 Hr/mi1 ipu HOpMe 10 17 Hr/mMi). Taxke BbIABICHO
11-KpaTHOE MOBBIIECHUE YPOBHSA CYMMAPHbBIX KATEXOJIAMU-
HOB B CyTOYHOM Mo4e (140 MKr/cyT).

HccnenoBanue JIMKBOPA MATOJIOIMH He OOHAPYKUIIO.

Ha 3/1eKTpOKapiorpaMMe PErMCTPUPOBATIMCh yMEPEHHAA
TAXUKAPJUS, YCUJICHUE JICKTPUUCCKUX IOTCHIINAIOB MUO-
KapJa OO0UX JKEJIyJOUYKOB, BBIPA)KCHHBIE HAPYIIEHUS IIPO-
LIECCOB KEJIYJOYKOBOM PENOIAPHU3ALIAH.

DXOKAPJUOIPA(PUUYCCKU BBISABICHDBI BLIPAKCHHAS THIIED-
TPOMHUA MUOKAPAA JIEBOI'O JKEIYLOUKA, MEXIKETYAOUYKOBOU
TIEPETOPOJIKM U HE3HAYUTEIBHAS IUNIEPTPOMPUSI MUOKAP/A
TIPaBOTO KENYJOUKA, peryprutanus II cTeneHn Ha MUTPAJIb-
HOM KJIAIIaHE, MUHUMATIbHOE KOJIMYECTBO XKUAKOCTU B IIOJIO-
CTH IIEPUKAP/A. IMaTHO3 «KOAPKTALHs A0PThI> OBII C 60JIb-
IIOH CTENEHBIO BEPOATHOCTH UCKITIOYEH.

IIpyu yasrpasBykoBom wucciaegoBanuu (Y3M) opranos
OPIOUIHON MOJIOCTU M 3A0PIOHIMHHOIO IPOCTPAHCTBA OOHA-
PY’KEHBI HE3HAYUTE/IbHAS TeNaTOMETaIns, MM dy3HbIE N3ME-
HEHHA NAPEHXHUMBI IICUCHU U NODKETYAOYHOM KEIE3bI, 4
TAKKC ITAPCHXWMBI ITOYCK.

JI1 UCKJIIOYEHHUS BA30OPEHAIBHOTO XapakTepa Al' Masib-
YUKy ObLJIa IPOBEAECHA YABTPA3BYKOBAs JONILIEPOrpadus
NOYCYHBIX aprepuil. IlpaBag mnodeyHas aprepus
OCMOTpPEHA Ha MNPOTAKEHHUU, B MECTE OTXOXAEHHUA OT
A0PTHI BU3YAJIbHO B PEKMME LIBETOBOT'O JOIIIEPOBCKOI'O
KAPTUPOBAHUA OINPEAENAIOCH 3HAYMMOE Cy’)KEHHE €€ IPO-
cBeTa. B JaHHOM y4acTKe MUKOBAsi CKOPOCTh KPOBOTOKA
(Vmax) focturana 277-314 ¢cm/C ¢ IUKOBBIM I'PAJIMECHTOM
30,6—39,5 MM PT. CT., IPH YCJIOBUU MAKCUMATBHOM KOP-
pexiuu yrina. KOoHeYHO-/IMaCTOMNYECKass CKOPOCTh KPOBO-
TOKA (Veq) B AJAHHOM MECTE AOCTUTANA 35 ¢M/C. SIBHOIO 110-
CTCTEHOTUYECKOTO PACIIUPEHNUA HE HAOII04a10Ch. Juc-
TAJIbHEC MECTA CyKCHUs V cocrasnsana 120-150 cm/c
(puc. 1).

KpOBOTOK B CErMEHTAPHBIX, MEKJOJIEBBIX U JIyTOOOPA3HBIX
ApTEPUAX UMEJ UMITYIbCHBII TUCKPETHBIN XapaKTep C BbIPa-
JKEHHBIMH CUCTOIMYECKUM U JIUACTOIMYECKUM KOMIIOHEHTA-
MH, B YACTHOCTH, B MEKJOJEBBIX APTEPUAX V.« 43,3 cM/C,
Veq 6,98 cM/c, C BHICOKUM HHACKCOM PE3UCTEHTHOCTH 0,84.
JleBas mo4yevyHas apTepysd OCMOTPEHA HA HPOTSHKEHUH, B Me-
CT€E OTXOXKIEHUA OT A0PTHI IMAMETP €€ 10 4 MM, 6€3 BU3yaJlb-
HBIX IIPU3HAKOB CYKECHUS HA BCEM POTSIKCHUU JIO [JC/ICHUS
Ha CErMEHTApHbIC apTepun. V.. gocruraza 150 cm/c,
Veq 14,0 cM/C € NMKOBBIM I'DAAUEHTOM 4,7 MM PT. CT. IPA
YCJIOBUM MAaKCUMaJIbHOHN KOPPEKIMH yI1a. KpOBOTOK B CeT-
MEHTAPHBIX, MEX/JOJIEBDIX, [yTOOOPA3HBIX APTEPUAX HE HA-
pYIIIEH, T.€. ObII BBISIBIEH FEMOJUHAMUYECKN 3HAYUMBIN CTe-
HO3 YCThsA IIPABOM IMOYEYHOM aPTEPHIL

max

Puc. 1. CTeHO3 npaBoii NO4Ye4Ho apTepum (a) u MarucTpasbHblii KDOBOTOK B JIEBOW NOYE4HO apTepuu (6) npu ynbTpa3ByKOBOM
aonnneporpacduun.
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B cBsa3u ¢ BbsiBIeHHBIMY IPH Y3 U3MEHEHUAMU JUIs1 YTOU-
HEHMS KIMHUYECKON CUTYaI[UU MAJIbYMKY ObLIA BBIIIOTHEHA
MYJIBTUCIIHPAJIbHAsI KOMITbIOTEPHAS TOMOrpadus (MCKT-an-
ruorpadus): oYK 6060BUJHOI (POPMBI, C POBHBIMU KOHTY-
pamu, OOBIMHBIX PA3MEPOB, OAHOPOAHOM CTPYKTYpPBL ITpaBas
1 JIEBAA MOYKH HAKATUIMBAIOT KOHTPACT PABHOMEPHO, KOPKO-
BBIF M MO3TOBOI CJIOH N HEPEHITUPYIOTCS TIOCTATOUHO. Ya-
IICYHO-TTOXaHOYHBIN KOMITIEKC He pacmupen. Popma 1 pac-
MOJIOKEHUE APTEPUI COXpaHeHbL. [Ipasasg nmodyeynas aprepus
yMeHblIeHa B guamerpe 10 0,08 cMm, IpOCMATPUBAETCA OT Me-
CTa OTXOXK/ICHHUSA OT HPIONIHOTO OT/IEAA A0PTHI, Ha IPOTSIKE-
HUM 1,2 cM, fjajiee MPOCBET TEPSETCA. JIEBast MoYeyHas apre-
pHsl Ha BCEM IPOTSHKEHUH XOPOIIO BU3YaTU3UPYETCs, TIPO-
CBET PABHOMEPHBIN, AruamMeTp 0,24 cm.

st monmydeHus 60J1€€ NCUEPTIBIBAIONIEH HH(POPMAIIUH 00
OCOBEHHOCTAX MOYEYHON aHTHOAPXUTEKTOHUKH JIOTTOJTHU-
TEJIbHO ObUIA BBIIIOJIHEHA TPAJUIIMOHHAA AaHTUOTPADU, IIPU
KOTOPOM HAJIU4YHE CTEHO3a IIPABOM IIOYEYHON aAPTEPUU
(puc. 2) 6bI10 TOTBEPKACHO.

MCKT-uccie1oBaHue TOJIOBHOI'O MO3I'a, IPYAHON KIETKU
1 OPIOUIHON MOJIOCTH MOKA3I0 HATUYNE YMEPEHHON Ha-
PYKHOM M BHYTPEHHEN (CUMMETPUYHOM) rujipouedannm;
BBIABJICHBI IPU3HAKH HAPYIIECHUA MO3TOBOTO KPOBOOOPaIIe-
HHA 110 UIIEMUYECKOMY TUITY B 0aCCEMHAX TEPMUHAIbHBIX
BETBEN NepejHEN U CPeTHEN MO3TOBBIX apTepUi ciesa. Tak-
JK€ OBUIN OIHMCAHBL: KAPIMOMET TN, TUIIEPTPOPUS TIEBOTO
JKEJIyZJOYKA, IPU3HAKUA KCCYJATUBHOI'O IIEPUKAPINTA, Y3ET-
KOBbIE OOPA30BAHMS JUCTANBHBIX OT/IEIOB JIATEPATBLHBIX HO-
JKEK 000HX HaAnIoyeyHUKoB 0,3—0,4 cM B uamerpe. YTou-
HSIOIIEE MATHUTHO-PE30HAHCHOE ToMOorpaduueckoe (MPT)
HCCIEIOBAHUE HA/JMOYEYHUKOB IOJTBEPAWIO HATHUUINE
CTPYKTYPHBIX H3MEHEHMI JIEBOT'O HAAMNOYEYHHKA, KOTOPbIE

MOTJIH 6bITH OOYCIOB/IEHBI HATMYUEM OYaTOBOH TUIIEPIIIA-
3UU WINA MEJIKOM OITYyXOJIH.

COBOKYITHOCTb ITATOJIOTUYECKUX U3MEHEHHN I, OOHAPYKEH-
HBIX IIPH OOCIIEIOBAHUN PEOEHKA, HE MO3BOJIAIA OTHO3HAYHO
BBICKA34ThCA B ITOJIb3Y KOHKPETHOT'O 3a60IEBAHMSA, OTBETCTBCH-
HOTO 32 (POPMHUPOBAHUE CTOMKOT'O 37I0KAYECTBEHHOI'O CUCTEM-
HOT'O TMIIEPTEH3NOHHOTO CUH/IPOMA. B KaueCcTBe KOHKYPHUPYIO-
LUX JUATHO30B PACCMATPUBAIUCH IIOYEYHAS APTEPHUONATHA
(CTEHO3 MPABOI OYEYHOM APTEPHUN) U (PEOXPOMOLIMTOMA.

Ha 7-¢ cyTku IpeObIBaHUA PEOCHKA B KIIMHUKE IIPOBEICHA
JIAAPOCKOIINYECKAS JIEBOCTOPOHHSAA aipeHAIdKTOMUA. [Tpn
MOP@OJIOTUYECKOM UCCIEAOBAHNUM YIaI€HHOI'O HA/ATIOYEY-
HHKa OblIa BBIABICHA MEJIKOY3JI0BAsl TUIIEPIUIa3Hs KOPbI 6€3
MIPU3HAKOB OIYXOJIEBOTO POCTA. [TOC/Ie onepanum COXpaHs-
JIACh BBICOKAsI IIJIOXO KOHTposupyemas Al B ieuenun pebeH-
K4, KpOME KOMOUHHUPOBAHHON I'MIIOTEH3UBHOU TEPAIINH, UC-
MOJIB30BIUCH IPOTUBOCYAOPOKHBIC, AHTUOAKTEPUAIbHBIC U
MIPOTUBOI'PUOKOBBIE ITPENAPATEL, TPOBOJAWINCH MH(Y3UU HU-
MOAUINUHA. DP@PEKTA OT TedeHNs He HaOm0/1an0Ch. COCTOs-
HHE PEOCHKA, HECMOTPS HA BECh KOMILIEKC IIPOBOJUMOI MH-
TEHCUBHOU TEPANHH, ITPOJOJLKAIO OCTABATHCA KPANHE TsDKe-
JIBIM C YXYJIIEHHUEM B JUHAMHUKE: HApaCTaaa HEBPOJIOTHYE-
CKasg CUMITOMATHKA, IPOIPECCUPOBAJIA ITIOJIMOPraHHAsA HE-
JIOCTATOYHOCTD, YTO B UTOI'E IPUBEJIO K JIETAJILHOMY MCXO/Y.

ITpy NOCMEPTHOM UCCIICAOBAHNN ObLIH ONHUCAHBI BBIPAZKEH-
Has KOHLIEHTPUYECKAA TUIEPTPOMUA MUOKAP/IA JIEBOTO JKEIIy-
JIOUKa (pPHUC. 3), OYArd MIIEMHUYECKUX HEKPO3OB I'OJIOBHOT'O
MOo3ra, IMPPY3HbIE TUCTPOPHUIECKU-HEKPOTHUECKHE U3MEHE-
HHS HEUPOHOB, CYOTOTAIbHBIC KDOBOUZIUAHUA B JIETKUE, HIIIC-
MHYECKHI HEKPOTHUYECKUH SHTEPUT, UH(PAPKT CEJIE3EHKU.

Kpome TOro, MaToJornueCKOe UCCIEAOBAHNE BBIIBUIIO I'e-

HEPATM30BAHHYIO TYOY/IAPHYIO MBIIIEYHO-(PUOPO3HYIO COCY-

Puc. 2. Auruorpadus: HepaBHOMEpPHbIi NPOCBET NMPaBoii NOYe4YHOW apTepum ¢ cy)xeHuem ot 2,1 o 1,19 MM B HenocpeacTBEHHOM
GNIN30CTU OT YCTbA.

Puc. 3. KoHueHTpnueckas runeptpodus
MUOKapAa neBoro xenyaouka. TonwmHa
cTeHku 1,4 cm.
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JIUCTYIO AUCIIIA3UIO, 3ATPArMBAIOIIYIO APTEPUAIBHBIE COCY/IbI
MPAKTHYECKH BCEX UCCACAYEMBIX COCYAUCTBIX 6ACCEHHOB
(puc. 4) u GOPMHUPYIOUIYIO YIACTKU CTEHO30B B TOM YHCIIE
apTepuil 06€UX NOYEK (BKIIOYASL CEIMCHTAPHbBIC APTEPUN),
CepALa, TOJIOBHOI'O MO3I'd, KUIICYHUKA, IICYCHU, CEJIC3EHKN.

0O6GcyxpeHue

DM/, — 3TO HEATEPOCKIEPOTUYECKAA, HEBOCITAIUTEIbHAS
APTEPUONATHS, KOTOPAsA MOXKET OPAXKATH APTEPHUU BCEX CO-
CYQUCTBIX 6ACCEHHOB, HO IPEUMYIIECCTBCHHO — [IOYEYHbIC U
coHnble aprepu [1]. Haubosee yacro M/ AuarHocTupy-
€TCs1 Y JKEHIIUH B Bo3pacTte o1 20 /10 60 JIeT, HO MOXKET TAKXKE
BCTPEYATBCS y MY>KUUH, TTOXKWIBIX JIIOZACH U feTeid. ITo umero-
LIMMCA OITUCAHUAM KIMHUYECKUX CJIy4a€eB, IPOSABICHUA 1 €C-
TecTBeHHOE TeueHue @M/ y eTeit, 0COOEHHO PAaHHETO BO3-
pacTa, CyIEeCTBEHHO OTJIIMYAIOTCA OT TAKOBOI'O Y B3POC-
JIBIX [2—-6]. Kak 0GBsiICHEHHE 3TOro (paKTa BBICKA3BIBACTCS
npeanonoxenue, uto @M/I He ABIAETCA €JUHOM HO30JI0TU-
YECKOH CYIIHOCTBIO, 4 UMECT MHOKECTBEHHYIO STHOJIOTHIO C
IIOXOKHUMHU (PEHOTUITMYECKUMHU NPOABICHUAMU [1].

TTopaxkenus cocynos npu @M/I K1acCUPUIIMPYIOTCS B 3a-
BHUCHMOCTHU OT TOT'O, KAKOH CJIOM APTEPUAIBHOU CTEHKU OHU
32TPAruBaAIOT: UHTUMY, MEAUIO WIN AJJBEHTUIINIO. Y IETCI B
OTJINYHME OT B3POCJIBIX HAUOOIEE PACTIPOCTPAHEHHOM (POP-
Mo ®PMJI craHoBUTCA (PUOPOILIAZUA UHTHUMBI, IPEACTAB-
JI1011asd COOOU KPYrOBOE WM 3KCLIEHTPUYHOE OTIOXKEHHE
KOJUIAT€H4, KOTOPOE YACTO BBICTYIIAET B IPOCBET COCY/A,
dopmupyst 160 (POKAIBHOE JIEHTOBUAHOE, TNOO IIPOTSKEH-
HOe TpyOyaToe cy:xeHue [1].

TTo nMmeromuMcs MuTepaTypHbIM AaHHbIM, PM/I, Mmanude-
CTUPYIONIAS B MJI/ICHYECKOM BO3PACTE, HAMOOJICE CIOKHA JIs
JIMArHOCTHUKU M HAUMEHEE 6JIATONPUATHA B IPOTHOCTUYECKOM
wIaHe [2, 3, 6]. JIONOIHUTEIBHBIE CJIOKHOCTH CO3/IACT U PE/I-
KOCTb 3TOT'O 3200JICBAHUA B JAHHOM BO3PACTHOM I'PYIIIIE.

Hccneposanue AKirton u coasr. (2013 1), o6beauHAIONIEE
27 maTOJIOTOAHATOMHUYECKH JIOKA3aHHBIX ciaydaeB PM/Ly ne-
TEH C MHCY/IBTAMU, OIIPEJEINIO OCOOECHHOCTU JAHHOTO 3260-
JIEBAHUS, CONPSPKEHHBIE C HAUOOJIEE TAXKEIIBIM €I'O TEYECHUEM:
Hamune (pUOPOIUIA3UN MHTHUMBI (89%), pAHHEE BO3BHUKHOBE-
HUE KIMHUYECKUX NPOSIBICHUI (Y 33% GOIbHBIX B BO3PACTE /10
1 roz1a), IpeoGIa/IaHNE UIMEMHUYCCKUX (63%), 4aCTO MYJIBTH-
(poxanbHBIX (40%) UHCYJIBIOB, HUIMYHE TOYEYHON apTEPUOTIA-
Tnn (63%) ¢ runeproHueit (92%), CHCTEMHBII XapaKTep apTe-
puonatuu (72%) U Iioxue Ucxoypl (63%) [7]. AHruorpaduye-
CKas KAPTUHA B 78% TAKUX CJIy4deB XapPaKTePHU30BAJIACH HAJIH-
ureM (POKATIbBHOH CTCHOTUYCCKON aPTEPUONATUM, A HE TAK Ha-
3bIBAEMOU «HUTKHU 6yC», CBOMCTBEHHON B3POCJIBIM ITALIMEHTAM
¢ PM/I 1 ABJIAIOMIENCS XaPAKTEPHBIM ITATTEPHOM (PHOpPOILIA-
3MH MEIUAJIBHOI'O (JIOSL APTEPHI, (POPMUPYEMBIM YEPEIOBAHU-
€M YTOJIEHHBIX CE'MEHTOB MEJUU C UICTOHYCHHBIMU €€ CET-
MEHTAMU, OOPA3YIOIUMH AHEBPU3MATUYECKUE PACITMPEHHMSI.

TIpu peTpOCHEKTUBHOI OLIEHKE MOKHO 3AMETUTh, YTO OC-
HOBHBIE YEPTHI 32060JIEBAHUA Y HAILICT'O ITALIMEHTA IIOJHOCTBIO
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COOTBETCTBOBAJIM ONMCAHHBIM IPU3HAKAM, ACCOLIMUPOBAH-
HBIM C (paTanbHBIM TedeHueM PMJl: MaHUMECTUPOBAIO B
10-MECAYHOM BO3PACTE KIMHUKOIM UIIEMUYECKOI'O UHCYJIBIA
Ha (POHE HEJUATHOCTUPOBAHHOU PAHEE BBICOKOM Al M UMETIO
HEKOHTPOJIUPYEMOE TEUYEHHUE, OOYCIOBIECHHOE TSKECTBIO
HEBPOJIOI'MYECKOTI'O TTOPAKEHMS, PE3UCTEHTHOCTLIO Al hop-
MHUPOBAHUEM ITOJMOPIAHHOU HEAOCTATOYHOCTH, IIPUBE-
LIHUM B COBOKYIIHOCTHU K (DATAILHOMY UCXOy. Mopdonoruye-
CKasA KaPTHUHA COCYAMCTOIO IOPAKEHNUA Y MAJIbYMKA XdPAKTe-
PH30BAIACH PUOPOILIAZUECH HHTUMBL, (POPMUPYIONIECH MHO-
JKECTBCHHBIE CTEHOTUYECKUE YYACTKH PA3HONU HPOTAKECHHO-
CTH BO BCEX OT/IEIAX APTEPUAIBHOIO COCYAUCTOrO pycia. Te-
HEPATN30BAHHBIA XAPAKTEP COCYAHUCTOIO NOPAXKEHMS, (POP-
MHPYIOLIET'O B TOM YHUCJIE YIACTKU CTEHO30B B CETMEHTAPHBIX
apTepUAX OOEUX MOYEK, JIe/1a/l IPOTHO3 VI JaJIbHENIIETO
TEYCHUS 3200/ICBAHUS U JKU3HU PEOCHKA, IAKE B CIydad€ yad-
HO BBIIIOJTHEHHOM dHIMOIUIACTHUKH IIPABOM IIOYECYHOM apTe-
pHH, a6COMIOTHO HEOIATOIIPHUSTHBIM.

JMarnoCcTudeCcKre TPYJHOCTHU B HAILIEM CJIY4a€ CO3/1aBAJIO
U BBIABJICHHOE IIPH JTA60PATOPHOM MCCIEIOBAHNU 60JIEE YEM
10-KpaTHOE MOBBIIIEHNE YPOBHEH KATEXOJIAMHUHOB B CyTOU-
HOU MOYE, 3-KPATHOE YBEJIUYEHHE IJIA3MEHHON KOHLIEHTPA-
IIUH HEUPOH-CIIEIM(PUUIECKON €HOJIA3BL, YTO B COYCTAHUH C
obnapyxenHbiMu 1pu MCKT 1 MPT CTPyKTypHBIMH U3MEHE-
HUAMU JIEBOI'O HAJIIOYEYHUKA HE O3BOJIMJIO UCKIIOYUTD I-
ArHo3 (PEOXpPOMOIIMTOMBI M ITOBJIEKIIO 32 COOOI HEOIPAB/JaH-
HOE OIIEPATHBHOE BMEIIATEIBCTBO.

B nocrynnom imreparype OnmcaHO HECKOIBKO CJIYYdeB COYe-
TaHUA (PEOXPOMOLIUTOMBI (TIaparaHriaruomMsl) u M/ y B3poc-
JIBIX OOMBHBIX [8—11]. V HalIEro naryeHTa KAaTeX0IaMUHIIPO/TY-
LIUPYIOIIEH OIyXOJIH OOHAPYKEHO HE ObLIO. OJJHAKO CIEAYET
IIOMHMTD O TOM, YTO APAraHIVIMOMBI MOI'YT UMETh HEOOJIbIIINE
pa3Mepbl U HEOOBIYHbIE JIOKAIU3ALMHY, YTO CYIIECTBEHHO 34-
TPYAHACT UX OOHAPYKEHUE K IIPU HAIIPABJICHHOM IIOHCKE.

C Ipyroi CTOPOHBL, MATOTCHETUYECKUE MEXAHU3MBI (DOP-
MMPOBAHHSI PEHOBACKY/IIPHON Al BKITIIOUAIOT B CEOSI TAKOKE 110-
BBIINICHUE AKTUBHOCTH CUMIIATUYECKOY HEPBHOU CUCTEMBI U,
CJIEJOBATEILHO, YPOBHA KATEXOIAMUHOB B KPOBH M Moye [12].
A HEMPOH-CHENU(PHUUIECKAST EHOIA3A SIBJIIETCS HE TOJIBKO CIIe-
HU(PUYECKHM CbIBOPOTOYHBIM MaPKEPOM HEUPOIHAOKPUH-
HBIX OITyXOJIEH, HO U OTPAXKAET OOBEM IOPAKEHUA HEPBHOI
TKAHH IIPH UIIEMUYECKOM MHCYJIBTE. Ha Hal B31vIs1/], BOIIPOC O
HAJIMYUH Y HAIIETO GOJIbHOT'O OIYXOJIM XPOMA(M(PUHHON TKA-
HH HEOOJIBIINUX PA3MEPOB HE OTYYWI CBOETO PA3PEIICHU.
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