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HECTIELIM®OUYECKUM AOPTOAPTEPUUT U HEMPO®UBPOMATO3
1-ro TUITA: TPYAHOCTU AVNOOEPEHIIMAABHOIO AMATHO3A

I®OTAOY BO Iepsbiit MIMY um. .M. CeuenoBa (CeueHOBCKUM YHUBEPCUTET),
20TBY HMUL] CCX um. A.H. BakyreBa M3 PD, Mockga, PD

Hecnennduueckuit aoproaprepunt (HAA) — cucreMHBIl BaCKyJIUT, XapaKTePU3YIOIUIICI cerMeH-
TapHBIM NPOAYKTUBHBIM BOCIIaJIeHNEM CT€HOK aopThl. Hapsaay ¢ aopToii mopaskeHue pacnpocTpaHs-
eTcd Ha OTXOAAIIMe OT Hee KPYIHbIe apTePHuu, NPeNMyIIeCTBEHHO B 00JIaCTH YCThS U MPOKCHUMAJIb-
HBIX oTAesoB. IlaTosoruuyeckuii mpomecc MoKeT ObITH JOKAJIU30BAHHBIM HJHM PACIPOCTPAHEHHBIM,

BPAUY

a KOHEUYHBIE€ COCYJUCThIe U3MEHEHHs — Ie(opMHUPYIONIMMH, CTEHO3UPYIOIUMU U COYETAHHBIMH C
anespusmamu. Knaccuuecku HAA mposaBiasieTcsa acuMMeTpHeii WM OTCYTCTBHEM IyJIbca U apTepu-
anpHOrO KasiaeHusd (Al). B cayuyae cTeHO3a MOYEUHOI apTepPUH MM KOAPKTAIINH A0PTHI PA3BUBAETCI
BBICOKAs apTepHajbHas I'MIIEPTeH3Usd, KaK KIWHUYECKoe MPOsBJeHUe CHHIPOMAa CpexHeil aopThI
(CCA). CCA moskeT pa3BUBAThCA MPU HEKOTOPHIX FeHETHUECKUX 3a00/IeBAHNAX, B T.4. Heiipoduopo-
maro3se 1-ro Tuna (H®1). IIpumepno y 2,3—4% nanuentoB HP1, kpome nsareH «kode ¢ MOIOKOM» HA
KOJKe, MOJKOKHBIX HelipoduOpoM, raMapTOMBbI paxyskKu (y3eaku JIuia) 1 omyxoau 9KToiepMaIbHO-
T'0 IPOUCXOKIEHH s, PA3BUBAIOTCA COCYyANCThIe aHOMaauu, npuBogsamye kK CCA. YunrteiBas, CX0KyI0
KanHnYecKyro kaptuny npu passutun CCA npu HAA u H®1, Ho pa3Hble TAKTUKH TePANIEBTUYECKOTO
BeJeHUs JaHHbIX alleHTOB, IPUBeIeHbI JUTepATyPHbIE CBeleHN I, IpeacTaBieHo Ha0 ogenue CCA
y neBouku 10 ser ¢ npusHakavu u HAA u H®1, norpeGoBaBuiero npopeieHne aopTo-a0pTaIbHOTO
UIYHTUPOBAaHUA HA (pOHe GA3MCHON Tepamun.

Knrouesvie cnosa: necneyupuieckuii aopmoapmepuum, Helipogpubpomamos 1-z0 muna, cundpom cpeod-
Hell aopmbt, demu, OuppeperyuarvbHbLil OUazHO3.

Hum.: I''A. JIvickuna, H.C. ITo0uepusesa, B.A. I1od3onkosa, B.C. Apaxeasn, B.I'. Ilanumawsuau.
Hecneyuguueckuil aopmoapmepuum u Heilpogpubpomamos 1-z0 muna: mpyorocmu ou@gepeHyuans-
Hozo duazHosa. [Teduampus. 2019; 98 (3): 105-111.

G.A. Lyskinal, N.S. Podchernyaeval!, V.A. Podzolkoval, V.S. Arakelyan?, V.G. Papitashvili2

NONSPECIFIC AORTOARTERITIS AND TYPE 1
NEUROFIBROMATOSIS: DIFFERENTIAL DIAGNOSIS ISSUES

I1.M. Sechenov First Moscow State Medical University; 2Bakulev Scientific Center of Cardiovascular Surgery,
Moscow, Russia

Nonspecific aortoarteritis (NAA) is a systemic vasculitis characterized by segmental productive
inflammation of aorta walls. Along with the aorta, lesion extends to large arteries extending from
it, mainly to valve and proximal areas. Pathological process can be localized or widespread, and
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final vascular changes — deforming, stenotic and combined with aneurysms. Classically, NAA
manifests with asymmetry or lack of pulse and blood pressure (BP). In the case of renal artery
stenosis or coarctation of the aorta, high arterial hypertension develops, as a clinical manifestation
of middle aortic syndrome (MAS). MAS can be caused by some genetic diseases, including
neurofibromatosis type 1 (NF1). About 2,3—4% of NF1 patients, in addition to Café au lait spots on
the skin, subcutaneous neurofibromas, iris hamartomas (Lisch nodules) and tumors of ectodermal
origin, have vascular anomalies causing MAS. Considering the similar clinical picture in the
development of MAS caused by NAA and NF1, but different tactics of therapeutic management
of these patients, the article presents literature data and observation of MAS in a 10-year-old girl
with signs of NAA and NF1, requiring aorto-aortic shunting along with basic therapy.

Keywords: nonspecific aortoarteritis, type 1 neurofibromatosis, middle aortic syndrome, children,
differential diagnosis.

Quote: GA. Lyskina, N.S. Podchernyaeva, V.A. Podzolkova, V.S. Arakelyan, V.G. Papitashvili. Non-
specific aortoarteritis and type 1 neurofibromatosis: differential diagnosis issues. Pediatria. 2019;

o 3

98 (3): 105-111.

Hecnenuduueckuit aoproaprepuutr (HAA)
(aprepuur Takascy, apTepUUT MOJIOABIX KEH-
IIUH, 00JIe3Hb OTCYTCTBUS IIyJIbCA, O0JIUTEPUPYIO-
muii 6paxuornedaabHbIll ApTEePUUT, CUHIPOM IyTH
a0PThI) OTHOCUTCSI K T'PYIIE CUCTEMHBIX BACKYJIU-
TOB, XapaKTepusyercsa HecHeln(PUIeCKUM IPOAYK-
TUBHBIM BOCHaJIeHEM CTeHOK aopThl [1]. Hapany c
aopTOi MopaskeHue PacIpPOCTPaHSIEeTCA HAa OTXO[-
e OT Hee KPYIIHbIE apTepPUu, IPEeUMYIIIeCTBeHHO
B 00JIaCTU YCThsA U IPOKCUMAJIbHBIX OTIEJIOB.

IIpuunHa BOSHUKHOBEHUS IIPOAYKTUBHOT'O BOC-
maJileHus B CTEHKaxX KPYHHBIX cocymoB mpu HAA
He scHa. IIpucyTcTByeT HeKOTopas B3aUMOCBS3H
¢ HaJIW4YWeM reHeTuuecKmx mapkepoB HLA B*52,
HLA B*39, HLA B52%01 [2]. OcHOBHBIM ITaTOTE-
HETUYECKUM MexaHm3MoM pasButusa HAA aBiser-
¢ MMMYHHOE BOCHAaJieHUWe, HauMHAaIoIeecs ¢ vasa
vasorum, B 9HJOTeJIUU KOTOPBIX HAXOAUTCS Taprep-
HBIN aHTUreH. CHCTEMHBIA XPOHUUYECKUU MPOAYK-
TUBHBIH IPOIECC B CTEHKE a0PTHI U €€ KPYIIHbIX BeT-
BSIX XapaKTepUsyeTcs BOCIAJUTEJIbHON WHMUIb-
Tpaluy aABEHTUIIUU U Meauu. B cpemHem cioe
rJIafKue MBIIIIBI U 9JIaCTUUYEeCKUe BOJOKHA IMoaBep-
raioTca AecTpyKiuu. Meaus atrpodupyercss u caas-
JIMBaeTCs MINPOKOU (DUOPO3HOI MHTUMOMN U My TOMN
yrosmenHon axaBeHTunuu [3]. Kaskabpiii yuacTok
MOBPEKIEHUS COCyZa MMeeT KOMOWHHPOBAHHYIO
THCTOJIOTUYECKYI0 KaPTUHY C MPENMYIIeCTBEHHBIM
npeobjamzaHueM OJHOW M3 CTAAUIN BOCIAJIUTEb-
HOTO IIpOIlecca: IpaHyJieMaTo3HO-BOCHAIUTeIbHA,
nmuddysHo-ipoaudepaTuBHas, GpubposHasa. Boiee
BCEro M3MeHEHUs BhIPAKeHBI B yre a0PThI U OTXO-
IAIIUX OT Hee COCyIaxX, HO BACKYJIUT UMeeT CUCTEeM-
HBIII XapakTep ¢ BO3MOKHBIM DPAaCIPOCTPaHEHHEeM
HA HUCXOJAIIYI0 YacTb AOPThI U OTXOISAIIHE OT
Hee KpyHOHBIe apTepuu. llaTojoruuecKwuii mpoiiecc
MOXKeT OBbITh JIOKAJIM30BAHHBIM WJIM PacIpocTpa-
HEHHBIM, a KOHEUHble M3MEHEHUS IMOPaKeHHbBIX
aprepuii 1eGOpPMUPYIOINIUMU, CTEHOSUPYIOIIUMU 1
COUeTAHHBIMU C AaHEBPU3MAaMMU.

HAA GoseroT mpenMyIIeCTBeHHO JINIIA KEeHCKO-
ro mmosa nmo 40 jer. 3abosieBaHue HepeaKo NeOIoTH-
pyeT B JeTCKOM BospacTe (0T HeCKOJbKUX MeCsIeB
no 17 ser), uarmie crapie 8 jget. B Bospacre crapiie
8 jeT meBouKHU OoJieroT B 7—9 pas uaile MaJbuUUKOB,
B Oojiee paHHEM BO3pacTe AEeBOUKM U MAJbUUKU
00JIeI0T OJMHAKOBO YacCToO.
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3abosieBaHMe uMeeT ABe (hasbl: OCTPYIO (AKTUB-
HY0), IPOIOJIKAOIIYIOCSA OT HECKOJbKUX HEe/Ib 10
HECKOJBbKUX MeCAIEB (BOSMOKHO U JIET) U XPOHUYE-
CKYI0 (PeMUCCHI0) — ¢ BOJTHAMU 000CTpeHus niu 6e3
Hux. Kninanka HAA npexacrasieHa pasHooOpasHOM
CUMIITOMATUKOI, CBSI3aHHOA B OCHOBHOM C Hapy-
IIeHreM KPOBOCHAOMKEHUS PAa3JNUYHBIX OPTaHOB U
CHCTEM, UTO COUETAETCSI C OOIIEeBOCIAIUTEIbHBIMU
npoasiaenuamu [4]. Hauano 6ose3Hu y 1eTeit ocTpoe
WJIN TIOJOCTPOE B OTJINYME OT XPOHUUECKOTO — Uarlfe
XapaKTepHOTro AJisd B3POCJbIX OOJNBHBIX. B mebioTe
y 3a00JIeBIIIUX HAOJIOJZAIOTCA SIM30ILI BBICOKOU
JUXOpagKu uaIu cyodebOpuamrTera, Imoreps Beca,
CHUIKeHMEe IaMATH, BO3MOXKHO T'OJIOBOKDYKeHUe,
CO09 30-50 mm/u [5]. B ocTpoii hase HEpeaKO 6OJIB-
HbIE JKAJIYIOTCS Ha 00JIb B MIPOEKIINY IIOPAKEHHOTO
cocyza, He BCTPEUAOIYIOCA IIPU APYTrUX O0JIe3HAX.
XapakTepHble CUHIPOMBI 3aBUCAT OT JIOKAJIU3AI[UN
IaTOJIOIMYECKOro Ipoliecca, Hanbojiee 4acTo MosB-
JIAIOTCS B CTAAWU CTEHO3a U OKKJIIO3UU apTepUasb-
HBIX COCY/IOB U TOJIbKO Uepe3 HECKOJIbKO MeCSAIIEB OT
Havasia 3a0oneBanus [1]. Cumnrombr HAA Bapbu-
PYIOT B 3aBUCUMOCTH OT JIOKAJIU3AIUU ITaTOJOTHUEe-
ckoro mporiecca (Tabda. 1).

Knaccuuecku HAA mposaBiaseTcsa acCUMMETPH-
eii aprepuasbHoro nasieHusa (A]ll), ocrabieHuem
WU OTCYTCTBUEM IIYJIbCA, YMEHBIIIEHUEM KPOBOTO-
Ka B CTEHO3WPOBAHHBIX apTepPUAX, dallle BepxHei
TOJIOBUHBI TYJOBUIIA U T'OJIOBBI. JlaHHbIE CHMIITO-
MBI OOBIUHO IMOSBJISIIOTCS TOJBKO Uepe3 HEeCKOJIbKO
MecdAIleB, a HepeaKo U JieT OT Haudajga OOJIe3HU.
B cayuae cTeHo3a IMOYeUHOU apTepuu pasBUBaET-
cA BBICOKas aprepuanbHas rumnepreHsus (Al), a
upu uamepenuu All onpeensercs JOCTOBEPHOE ero
CHIIKeHNe Ha HMYKHUX KOHEYHOCTSIX 110 CPABHEHUIO
c ImokasaTesiaMHu Ha pykax. OOIieBocmaanTeIbHBIN
CUHAPOM, CTOMKOe IOBHIINIeHre mokasareiaeir COI
u CPB, amemusa, AI', cuHAPOM acUMMETPUU WU
OTCYTCTBUSA IIyJbCa, I'PyOble COCYAMCTBIE IIYMBI,
BBICAYIIINBaeMble B IIPOEKIUU KPYIHBIX apTepu-
aJIbHBIX CTBOJIOB Y IE€BOYKU-IIOJPOCTKA JOJIMKHBI
HaCTOPOXKUTH Bpaua o Hamuumum y pebenxa HAA.
IToaTBEepPAUTH KINHUUECKOE IIPEAII0I0KEeHe IT03BO-
JISI0T WHCTPYMEHTaJbHBIE wucciaegoBanus. Ilpu
Y3II' MOXXHO BBIIBUTH JIOKAJIU3AIUIO TOPAIKEHU,
COCTOSIHME COCYAHMCTOTO pycJja (CTeHO3, OKKJIIO3U,
OujaTanusi, aHeBpU3Ma), JOKAJbHbIe N3MEHEeHUS
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Tabnruua 1

C]/[H]_IPOMBI u cumnrombl HAA B 3aBHCHMOCTH OT JOKAJIU3AIIUU IMTOPANKEeHN A

Aprepuu CHHIPOMBI ¥ CHMIITOMBI

IToxosoganne, oHeMeHUEe, CJIa00CTh, 00N B MBIIIIAX

ITogxarounyHbIe, IJIeYeBble, OeipeHHbIe, | KOHEUHOCTel, yCUINBAIOIIuecs Mpu (GU3uUecKoi HarpysKe

IO KOJIEHHbIE BonesnenHoCcTh mopakeHHBIX apTepuit
AcuMMeTpus Uiy OTCyTCTBUE ITyabca 1 Al
T'onmoBokpy:xkeHmMe
T'onoBuas 6osb

ConHbIE Boab B mmiee

YxynuieHue 3peHusA
W3meHeHusd riiasHoro gHa

Boxsb B skuBOTE, BOBMOYKHBI TOIITHOTA, JUapes
Croiikoe nossierue All

YpesHasi, Me3eHTepHaJIbHAS
IToueunas

OppIiiika, 60JIb B TPYAHOM KJIETKE, KallleIb, KDOBOXapKaHbe

Jlerounbie
Jlerounas runepTreH3usa

Tabauua 2

Juarnocruueckne kpurepuun HAA y nereii (Eular/Printo/PreS, 2010)

Kpurepuu Omnpenenenue

ACI/IMMeTpI/IH IIyJbCa HaA KOHEYHOCTAX, OTCYTCTBHE ITIyJIbCAa Ha OHHOﬁ nJIn

1. CHUHIDPOM OTCYTCTBUS IIyJIbCa ABYX JIy4eBBbIX WU APYTUX apTepuax

Pasuuna cucronunyeckoro AJll Ha mpaBoi 1 JIeBOU KOHEUHOCTH

2. HecoorBetcTBue Al >10 mu pr. cr

T'pyOnie 11y™MBI, OTIpesessieMble IPU ayCKYJAbTAIY HaJ COHHBIMMU,
HOAKJIOUYNYHBIMU, OeJDEHHBIMYU apTEePUAMU, OPIOIITHOM a0pTO

3. ITaTosoruyecKkue COCyJUCTHIE IITYMBbI

4. Cungpom AT

PasButue croiikoro nosslimmenud All >95-ro mepreHTHIA I0 POCTY

Croiikoe mossimrerne CO9>20 mm /4 niau Koumentpanuu CPB Beimne

5. ¥YBenuuenue COI

HOPMBI

cTeHKU (yBeJMUeHUe TOJIUHBI, (DeHOMEH IBOMHO-
ro KOHTypa). MyJabTucnupadbHas KOMObIOTEPHAS
Tomorpadus (MCKT), KT-anruorpadusd g0 cux mop
OCTAIOTCA «30JIOTBIM CTAHAAPTOM» AUATHOCTUKU
HAA 1 HeoOXOIMMBI AJIs PEIlle s BOIPOCa O IIOKa-
BaHUAX K XUPYPTrUUECKOMY JieueHuIo [6].

ITo Me:xmgyHaApPOOHBIM peKoMeHmamuaM (TabJI.
2) nna nguarunoza HAA meobxogmMo Hajiumuue aHO-
MaJUHA COCYIOB II0 HAHHBIM aHTHOrpa)uu M, Kak
MHUHUMYM, 2 MaJbIX KPDUTEPUEB, TAKUX KaK: gedu-
IUT IyJbca WU MPU3HAKU uUIleMuu, pasuumna Al
Ha CUMMETPUYHBIX apTepuax >10 MM pT. CT., cocy-
OUCTBIN IIIYM IIO XOAY aOpPThI UM ee BeTBeil, Al u
IpusHaKU J1abopaTOPHOI aKTUBHOCTH (yBeJIUUeHUe
CO9 u CPB) [11].

B xkauectBe mepBoii nunuu Tepanuu HAA mpu-
MeHAIT KoMOuHamuio rirrokokopTuxkonnos (I'K) u
60JIe3HBL-MOAUDPUIIUPYIOMTUX IIPEeIapaToB, TaKUX
KaK MeToTpeKcar u nukjaodochamvuz [8]. IIpu AT
moueuyHOro reHesa npumeHeHne 'K B aJeKBaTHBIX
IPOTUBOBOCIAJUTEIBHBIX A03aX OrpaHudeHo. [lyisa
Tepallnn B TAKUX CydadX U IIPHU OTCYTCTBHUU OXKHM-
naemoro s)exTa MPUHATON Teparruu TOCTATOYHO
VCIIEIIHO IIPMMEHAIOTCA TI'€HHO-MHXXEHEpPHBbIe 6I/IO'
aoruueckue npenapatsl ('IBII), B mepByio ouepeab
TOMUAN3YMAad — MOHOKJIOHAJIbHBINA mpemapart, 0J10-
KUPYIOIINHN pelenTopsl K uHTepaenkuny 6 (MJ16),
TOJaBJAET BOCIAJIUTENbHYI0O aKTUBHOCTH, CBSI3aH-
"y ¢ WJI6 [9, 10]. Hanuuue KpUTHUUIECKOTO CTe-
HO3a aopThI UJIU ee BeTBel, cToiikoi Al moueuHoro
TeHe3a ABJIAeTCA MOKA3aHUAMY JJIA XUPYPTUUECKO-
To JieueHUA Ha (hoHe OA3UCHON TepaIunmu.
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BoawsmunacTBo cumnrTomoB HAA He saBiasgercs
cuenuPUIEeCKMMHI U MOKET BCTPEUYaThCs y Mal[eH-
TOB ¢ cuHApOoMOM cpenHeit aopTwl (CCA) pasauuuoi
sruogoruu. CCA — sTo mpekie Bcero KINHNKO-aHa-
TOMHUYECKOE IIOHATHE, O0beUHSAIOIIee IPYIIILY Pel-
KHUX COCYAHCTBIX IIATOJIOTHH, XapaKTepPU3YIOINX-
cA CeTMEHTAPHBIMU CY/KEeHUSIMHU TPYAHOTO U (Uam)
a0JOMUHAJIBHOTO OTAeJoB aopThl [11]. YuuTeiBasa
10, uTo y 91% mamuenTos ¢ CCA B maToJI0ornuyecKuin
IIPOIIECC BOBJIEUEHBI IIOYEUYHBIE APTEPUU, B KJIU-
HU4YecKoli rKapruHe mpeobaazmaer ATl (94%), saTtem
oTMeuarnTcsA mepemeskaromiasica xpomora (17%),
IMOoYevYHasd HeJOCTATOUHOCTD (4% ) 1 UIlleMus TOHKO-
ro xkumeynuka (1% ) [12]. B uccaemoBanuu Sethna
et al. [13], B koropoe Bomwtu 102 nmanmuenTa c CCA B
BospacTe oT 19 gueii :xusuu 10 49 JjieT, OBLIO MOKa-
3aHO, 4TO B 61% ciiyuyaeB yCTAHOBUTDH STHOJIOTHUE-
cKkuil pakTop He ygaercsa. Cpenu BepuUIITPOBAH-
HBIX 3a0oaeBanuii, npuBogamnux Kk CCA, maubosee
vacTeIM siBisgercss HAA (15—-25%) u metipodudpo-
maTto3 1-ro tuna (5-9%) [12-14].

Hd1, OIMCAHHBLINA Dpugpuxom dou
Pernuurxaysenom B 1882 r. — aro 3abosieBaHUE
C ayTOCOMHO-IOMHHAHTHBIM THUIIOM HAacJemgoBa-
HUS, SIBJAIOIIEECS OSHHM M3 CAMBIX PacIpocTpa-
HEeHHBIX TeHeTUYeCKMX mnarojoruii B mupe [15].
B matorenese passutus H®P1 jgexkur myramusa B
reHe OeJKa HelipouOpoMUHa — OJHOTO U3 OEJIKOB-
CYIIPECCOPOB ONIYXOJIEBOTO POCTA, KOTOPBLIM OTBe-
yaeT 3a MHAKTHUBAIHNIO Ras-0eJIKOB, TeM CaMbIM
ofecrieunBasi ITUHAMUYECKUN KOHTPOJIb KJIETOYHOT'O
pocTa TKaHell SKTOLEePMAaIbHOTO IPOUCXOMKICHUA. [Nk

27.05.2019 12:55:27




o 3

98/

Tabauua 3

Kpurepuu nuaranoza H®1

He menee 5 naren mo Tumy «kKode ¢ MOJIOKOM» B fuameTpe ao nyoeprara >0,5

cMm, mocJje myoeparara >1,5 cm

He menee nByx y3eakoB Jluiia Ha pagysKHOI 000J0UKe II1a3

FI/IHepHI/II‘MeHTaLH/IH II0 TUIIY BECHYIIIEK B IIOAMBIIIIEYHBIX U ITaX0OBbIX 00JIacTAX

XapaKTepHbIe UBMEHEeHU KOCTel: NCTOHUYeHe KOPTUKAJIBbHOTO CJIOA AJIUHHBIX

KOCTefI, AUCILJIa3usd KPbLJIbLEB RHHHOBHHHOﬁ KOCTH U AD.

J15 MOATBEPIKAEHUA TUAaTHO3a
Heo0XO0AUMO, KaK MUHUMYM,

T'nmoma 3PUTEJBbHOI'O HEPBa

JIBa KpUTEepUd

He menbIlle 1ByX MOAKOMKHBIX HepohuOpoM MM OfHA IIeKCU(OPMHAS

Helpohudpoma

PojcTBeHHUKY ePBO JUHUY POACTBA C IIOATBEPKAEHHBIM Auaraodom HP1

HenmocraTounocts HelpopuOpoMHHA NPUBOAUT K
U30BITOUHOM aKTUBHOCTU Ras-0elK0B U, KaK CJen-
CTBUE, TOBBINIEHUI0 MUTOTUYECKON aKTUBHOCTU
kJygetok [16]. Ucxoma mua matoreneza HP1, cra-
HOBUTCA OUYEBUIHO, UTO CHUMIITOMBI 3aboJieBaHUSA
MOTYT He IPOABJATHCS IPU POKICHUU, a Pa3BU-
BAIOTCsS BO BPEMEHU, UTO 3aTPYAHAET JUATHOCTUKY
UMEeHHO B IefuaTpuyeckoil mpakTure. MHTepeceH
TOT (pAKT, UTO TeMII MyTUpoBauusa reia H®1 asusa-
eTcsl ONHUM U3 HanboJjiee BBICOKUX IIPU BCEX U3BECT-
HBIX 3a00JIeBAHUAX UYeJI0OBEKa, UTO 00'bACHSIET BbICO-
KyIo uacToTy myTanuii de novo [15].

Yacrora BcTpeuaemoctu H®P1 kosebiercsa oT
1:2000 mo 1:3000 HOBOPO:KIEHHBIX HOeTeil, a HaU-
0ojlee YACTHIMU KJIUHUYECKUMU IIPOABJIEHUIMU
SABJISAIOTCA NSATHA <«Ko(de ¢ MOJIOKOM» Ha KoiKe,
MMOAKOKHBIe HeMPOoDUOPOMBI, TaMapTOMBbI PALYKKU
(ysenkm Jluiia) m omyxoJau 5KTOAEPMAJIBLHOTO IIPO-
UCXOKAEHUA, KOTOPble M3BECTHHI BpauaM IIepPBUU-
HOTO 3B€HA U He BBISLIBAIOT OOJIBIIIOTO 3aTPYIHEHUSA
B IIOCTAHOBKE OCHOBHOTI'O Auartosa (tabJ. 3).

TunuyHble OATHA TUIA «KOode ¢ MOJOKOM» U
«BECHYIITUATHIX TPO3IbEB» OOBIYHO MOABISAIOTCA K 2
rozaM JKU3HU, a IepBble BUAUMBIE HEHPODUOPOMBI
oIpeiesIAI0TCA B MIEPUOJ IIpermydepraTa nin myoep-
tata. K 30 romam ormeuaeTcs HEYKJIOHHBI Mel-
JIEHHBIN POCT Herpo(uOpomM, 0COOEHHO 3aMETHBIN B
IIepUoJ MOJOBOTO CO3PEBAHUA IAIIEHTOB, a TaKKe
B IIepuoJi 0epeMeHHOCTHU Y KeHIITNH. BhISIBIAE€MOCTH
y3eskoB JIuia (He6oIbInX 0eIecOBAThHIX IIATEH Ha
pagy:KKe TJasa) TaKsKe IIOBBIIIAETCA C BO3PAcTOM
6oabHoro: ot 0 10 4 JeT — Ko 22% cayuaes, 5—9 JeT
- 10 41%, 10-19 ner — mo 85%, crapie 20 jer — B
95% cnyuaeB HP1 [15].

ITomumo yKasaHHBIX CUMITOMOB y 2,3—4%
nanueHToB ¢ H®P1 orMmeuaeTca pasBUTHE COCYIU-
cTeix aHomaauii [17]. Co6cTBEHHO U3MeHeHUs apTe-
PHUaNBHON CTEHKU SABJIAIOTCS BaKHBIMU IIPOSBJIIE-
Huamu H®P1, ogHaKo maToreHes STUX HOpPaKeHUH
ocTaeTcsl HeM3BeCTHBIM. dallle BCero rucToJIOruye-
CKasd KapTuHa mpeacTaBieHa (PUOPOMYCKYJIAPHOI
IUCILIa3uel ¢ mpeobaafaHueM YTOJIeHNA NHTUMbI
3a cueT npoaudepanuy IMBaHHOBCKUX KJeToK [18].
Tak:ke BO3MOKHO DPa3BUTHE COCYAUCTBIX H3MeHe-
HUl, CBA3aHHBIX C Mpoaudepaleii MHTPaBa3aib-
HBIX HEPBHBIX OKOHUYAHWH BHYTPU CTEHKHU COCYIa C
HapyienueM ee hyariuu [17].
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Cpenu maToJ0ornyecKnX UBMeHeHU I COCYAUCTOM
creikn npu H®P1 mambosee uacTo BCTpedarmTCS
aHeBPU3MBI apTePUil, UX CTEHO3bl I APTEPUOBEHO3-
Hble Mmasibhopmanuu [19]. B smuTeparype ormMeuaeT-
cs, YTO BO3PACT IIOCTAHOBKMU AUWATHO3a BapbUpPyeT
or 3 mo 77 nmer (Mexuama 38 JieT), a IJIUTEJIbLHOCTH
3a00JIeBaHUsA Ha MOMEHT JUATHOCTUKMU KOoJieOJeTcs
ot 6 mecsarneB g0 19 jeT, Ipu 3TOM y OJHOTO ¥ TOTO
JKe TaIeHTa Jallle BCero OTMEeUaloTCs M3MeHeHUs
Gosiee yeM B ABYX cocyzax [17]. 9to obbsicHsaeTcA
TeM, YTO U3MEHEHUA B COCYIMCTOI CTeHKe HapacTa-
OT JOCTATOYHO MEJJIeHHO U IIOCTEIIeHHO YBeJIWUU-
BaeTCcs 0JA KOJJIaTepaJIbHOT0 KPOBOCHAOKEHUS, B
CBS3U C UeM JIJINTeJbHOE BpeMs COCYAUCThIE aHOMA-
JINU IPOTEKAI0T 6eCCUMIITOMHO.

IloBauATH Ha THOJOTUUYECKUHN (haKTOP FreHEeTU-
yecKux 3a0ojieBaHnil, Takux Kak H®P1, Ha Hacroda-
IeM 9Talle Pa3BUTUA MEIUIITMHBI He IpeCTaBIaAeT-
cs BOBMOJKHBIM, 328 HUCKJIIOUEHUEeM XUPYPrudecKoi
KOPPEeKI[UH 3HAUYNMbBIX CTEHOTUUYECKHUX TOPaKeHUI
aopTel U ee BeTBeil. Tepamus OOBIYHO CHMIITOMA-
TUUYecKas W HampaBjieHa Ha KynupoBanue Al nisa
YIYUIIeHnA KauyecTBa JKU3HU Nal[MeHTOB.

YunrsiBas reTeporeHHOCTh 3a00J1€BaHUA, ITPUBO-
namux K CCA, y manmeHTOB €O CX0Kel KIMHUTYECKON
KapTUHON HeOO0XOAMMO IIPOBOAUTHL 00Jiee TINATEehb-
HYI0 fud@depeHnnajlbHy0 JUAaTHOCTUKY IJISA BhIOOpa
PaBWJILHON TaKTHMKU BeneHus mnamuenrta [11, 20,
21]. Hmwxe mpumBoAMM Halle KJIWHWUYECKOe HaOJIIO-
IeHre, KaK WJLTIOCTPAIlUI0 CJOMKHOCTU TPAKTOBKU
OCHOBHOTO 3a001eBauus npu Belapaennu CAA.

Hesouka 10 jser, poauiachk B CPOK, PaHHEe IICHUXOMO-
TOPHOE Pa3BUTHE COOTBETCTBOBAJIO BO3PacCTy. C POXKIOEHUA
Y AeBOYKU B obsacTu yriia mpaBoOro Ijiada mMeeTCsd IIATHO
mBera «Kode ¢ mMoaoKoM» 2x3 cm. HelipopubGpomarosa
y Onmsxafinux poACTBEHHUKOB HeT. B Bospacre 8,5 et
Ha IIPOTAMEHHNHN HECKOJBKHX MeCdAIleB XajioBajJlaChb Ha
0o B I'pyau, cycTaBax, IpU JIabOpaTOPHOM OOCJIEeO-
panuu — anemusa (Hs 107 r/x), CO9 38 mm/u. Yepes
ron IIOABUJIOCH IIEPHMOJHNYECKOE OHEMEeHNe IIaJIbI€B HOTI
u JIeBOI PYKH, IIOCTEII€HHO CTaJia HapacTaThb I'OJIOBHAA
00J1b, COXpaHsInCh aHeMus u yBeaunuernre CO9. Ha doue
TOJIOBHOIT 6oy moMa ObLIO BmepBble mamepeHo Al Ha
neBoit pyke 130/80 MM pT. CT., UTO IMOCIYKHUJIO TIOBOJAOM
nasi obpamienusa K Bpauy. Ilo mecty xurenbcTBa 9.18
ObLIN BII€PBbI€ BBIABJIEHBI OTCYTCTBHE IIYyJIbCA Ha JIy‘IeBOfI
aprepuu cjieBa, acumMerpus AJl Ha pyKax, HEBO3MOK-
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Puc. 1. MCKT rpyaHoro oresa aopTsl NAUMEHTKH (CTPEJIKOIR

YKa3aH KPUTUYECKUI CTEHO3 a0OPTHI).

HOCTB onpeneautb AJl Ha HOrax, B 00II[eM aHaIn3e KPOBU
Hs 102 r/n, CO9 43 mm/u4, CPB 21 mr/a. 3amomospen
KOapKTaIllMOHHBIH cuHgpoM, BeinosHeHa MCKT (puc. 1).

BoIABIEHBI CYKEHHUE IIPOCBETA A0PTHI C YTOJIIIEHUEM
€e CTeHOK Ha BCEM IPOTSYKEeHUM, KPUTUYECKUN CTEHO3 B
HagguadparMmaabHOM OTAese aopThl (Ipocset 4,5—5 MMm),
OKKJIIO3USA JIEBOM IOAKJJIIOUNYHON M JIEBOU II03BOHOYHOM
aprepun. [luarunos 6bL1 pacuenen kak HAA, nmepeBenena
B OTZeJIeHWE AEeTCKON DPEeBMATOJIOTMU YHUBEPCUTETCKOMN
nerckoit 6onpHULE (YIKB).

IIpu nocTynIeHuu OCHOBHBIMH YKAJI00aMU SBJISINUCH
YYBCTBO OHEMEHUS B HUIKHUX U BEPXHUX KOHEUYHOCTSIX,
OJBIIIIKA TPU (PU3NMYECKON HArpysKe, T'OJIOBHBIE 0O0JIH,
noseierne AJl. IIpu ocmorpe obpaiiano Ha cebsa BHU-
MaHWEe YKOpPOYeHWEe Ha 2 CM U yMEHbIleHue 00'beMOB
JIEBO¥ PYKU B IJIeue Ha 1 CM OTHOCUTEJNBHO mpaBoii. Ilpu
ayCKyJbTAllUM HaJ BCeil 001aCThI0 CePAIA BBICIYIIINBAJI-
cs1 TPYOBIM COCYAMCTHIN IIyM, KOTOPBIM IIPOBOAUJICA HA
IPaByI0 COHHYIO apTepPUIO0, BBICAYIIUBAJICSA IO YIJIOM
IPaBoii JIOIATKY U II0 XOAY OPIOIIHOM aopThl. AJl B moKoe
Ha mpasoii pyke 150/90 mm pr. cT., Ha J€Boii pyke — 90/50
MM DPT. CT., Ha ()OHE SMOIMOHAIHLHOI0 HAIPSIYKEHUI — Ha
mpasoii pyke 170/110 mm pT. cT., Ha JeBoii pyke 130/90
MM pr. cr. Ha Ko/Ke BEPXHUX M HUIKHUX KOHEUHOCTEH
OTMEUYaJINCh YYACTKU TUIEPIUTMEHTAINNA C HEeYETKUMU
¥ HepPOBHBIMU Kpasmu. IIpu KoHCyJabTanuu OodTaaIbmMO-
JIOTOM Ha pajy’KKe IIPABOTO IJa3a OOHApPY:KEH y3eJO0K
Jlumia. BrisiBIeHHBIe M3MeHEHUs Ha KOXKe W Paay’KKe
CBU/IETEILCTBOBAJIN O HAJIMYUY Y OOJHHON CerMeHTapHON
dopmer HP1, BepoATHOCTH KOTOPOIT He ObLiIa UCKJIOUEHA
[IPY FeHeTUYECKOM KOHCYIbTAIlN.

Cyrounoe mouutopupoBanue AJl (CMA): croiikasa
cucrosoguacroiuueckas Al (MakcuMasbHbIE 3HAYEHUS
Al 150/90 mm pr. ct.). Y3AI': moBBINIEHNE JUHEHHOM
CKOPOCTH KPOBOTOKA U HEPU(EPUUECKOTO COIPOTUBJIE-
HUs OOI[UX YW BHYTPEHHUX COHHBIX, CPEJHEMO3TOBBIX
apTepuil, HUBKOCKOPOCTHOM KOJLJIAaTePaJbHBIN KPOBOTOK
B JIEBOUM IOAKJIIOUWYHON apTepuul, TUIOIJIA3Us JIeBOA
II03BOHOYHON apTepUU C PEeTPOrPaJHBIM HAIPaBJIEHUEM
TOKa C MUKOBBIMH CUCTOJUYECKUMU CKopocTsmu 10 40
cMm/c (monuerit steal-curppom). Y3 aopTel: HepaBHO-
MepHOe YTOJIIIeHNE ee CTeHKY HA YPOBHE MAaKCUMAJIBHOTO
cy:xeuus (4,5—5 Mwm), cyKeHue aopThl B momgauadpar-
MaJIbHOM OTZeJjie 0 6 MM, yBeJnueHre JUHEeHHON CKOPO-
CTU KPOBOTOKA 10 4 M/c. Y MEeHbIIIeHNE UHAEKCA TOUeUHOH
maccsl (cymmapHO 0,3% ), KDOBOTOK B IOYKaX KOJLIATE-
panbuoro tuna. IXOKI': npusHaku runepTpoduu JeBOro
JKEJIYJOUKA CO 3HAYUTEJbHBIM CHUKEHUEM CHUCTOJIUYEe-
cKoit pyurkuu (hpaxknusa usraanus mo Tetixouasrn 39% ,
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no Cummcony 27-33%), aopranbHas perypruranusa II
creneHu. KamHMUYeCcKWe CUMIITOMBI, IIOKasaTenau Jiabo-
PaTOPHOM AaKTUBHOCTU ¥ MAHHBIE MHCTPYMEHTAJIbLHBIX
WCCJIeI0OBAHUM CBUAETEIbCTBOBAIU 00 aKkTuBHOM HAA y
pebernka ¢ HP1.

IIpoBeseHna mysibc-Tepanusa METUIIPEIHUZ0JI0HOM (5
BBegeuuii or 500 go 125 mr), Hasuauen merorpexcart 10,2
mr/m2/uen. Ilepopansao 'K 66111 HasHAUeHBI B HUBKOIK
crapToBoii mose (upenuusosioHn 0,5 MI/Kr/cyT) B CBA3U
¢ HamuuueM croiikoii AT'. ITommmo 6asmcHOIl Tepamuu
moJiyyajia TUIIOTeH3UBHYIO Tepanuio. Ha doHe jeueHUA
JabopaTopHbIE IIOKA3aTeJu AaKTUBHOCTU HOPMAJIU30-
BaJINCh, MOABWJIACH BOBMOMKHOCTH ompenesneHusa Al Ha
HIDKHUX KOHEUHOCTAX, IIYJIbC Ha JIEBOI PyKe YIOBJIETBO-
PUTEJIBbHOTO HATIOJHEHUA. B CBA3M ¢ MPOTPeccUpyromiein
AT, HanmuumeM KOApKTAIlMOHHOTO CUHIPOMA, C IIEJIbIO
oIpesiesieHUA SAJTbHENIell TAaKTUKY JI€UeHN A TallueHTKa
OblIa KOHCYJIbTHPOBAaHA B OTJEJIEHUU XUPYPTUU apTe-
puansHOi nmaronorun HMUIL CCX um. A.H. Bakynesa.
YuursiBasg CTUXaHWE aKTUBHOCTU ayTOMMMYHHOTO IIPO-
mecca Ha ()OHe IPOBOJUMOM TepANNU, a TaK)Ke HAIUu4due
IO TaHHBIM MHCTPYMEHTAJIbHBIX METOHOB 00CIeOBAHMIMA
y TaIueHTKU CEerMEeHTAapHOTO CY)KeHUA HUCXOLAIIEH
TPYAHOII aOpThI, PEKOMEHJOBAHO OTKPBITOE XUPypruye-
CKOe BMeIIIaTeJIbCTBO 10 ITI0BOIY OCHOBHOTO 3a00JI€BaAHUA.

OCHOBHBIM METOJOM IIPEJOIEPAIMOHHON AUarHo-
ctuku aBusack MCKT-anrmorpausa aoprsl, mo maH-
HBIM KOTOPOU OBLI CILIAHWUPOBAH BUJ PEKOHCTPYKIIUU
A0pTHI. YUUTHIBAA HAJINUNE CETMEHTAPHOT'0 TYOYJIAPHOTO
CY’KeHUs HUCXOJAIell I'PYAHOI aopThI C BOCCTAHOBJIE-
HUEeM HOPMAaJbHOTO AMaMeTpa Ha ypoBHe nuadparMsl,
OTCYTCTBUS BhIPAYKEHHOM KINHUKY BepTeOp0o0asuIaApHOi
HEeJ0CTATOYHOCTH Ha (DOHE OKKJIIO3UU JIEBOH MOAKJIIOUNY-
HOI1 apTepuu u steal-cuHapOMa, MalleHTKe OBLIA BBHIIOJ-
HEeHa oIlepanusd — aopTO-aoOpPTaJbHOE IIYHTUPOBAHUE OT
mepereiika aopThl K cymnpazuadparMajsbHOMY OTIETy
rPyAHOIT a0pTHI 16 MM 5KCIIJIAHTATOM.

Omnepanuio BBHITIOJHAJN U3 TOPAKOTOMUU O V MeXX-
pebepbio cieBa. B mieBpasibHOI MOJOCTH OTMEYEH yMe-
DPEHHBIH CIIa€UHBIN TPOIlECC, IPU 3TOM BOKDPYT AOPTHI
BBIPA’KEHHOTO IIEPUIIPOIlecca BBIABIEHO He ObLI0. AopTa
TYyOyJIAPHO Cy:KeHa IMPAKTUYECKU Ha BCEM IPOTIKEHUU
HUCXOJAIIEH IPYIHOI a0pTHI, OIPEEIANaCh OTUETINBAA
myJabcausa aopThl B obJjiacTy Iepelreiika. B aTom cer-
MeHTe OBbLI HAJIOXKEH IMIPOKCUMAJIbHBINA aHACTOMO3 MEXKIY
aopToit m 16 MM SKCILITAHTATOM IO TUMNY KOHEI[ B OOK.
IMamee BBIZeJieHA TPyAHAA aopTa B HIDKHEIN TpeTu Haf
nuadparMoil ¢ COXpaHEeHHBIM IIPOCBETOM, Te OBLI HaJO-
JKeH MUCTAJBLHBIM aHACTOMO3 a0PTO-a0PTAJIbHOTO IITYHTA
¢ aopToil mo Tuny KoHer, B 60k. ITocse mycka KpoBOTOKA
myJbCcaIus aOPThI OTUeTANBaA (puc. 2).

ITocneomepauoHHBIN TEPUOL IPOTEKAT 0€3 OCTIOXK-
HEHU, oTMevuasoch CHuKeHue nudp All mpu MUHUMAJIB-
HOI MeIUKaMeHTO3HOI Tepanuu. I1o JaHHBEIM KOHTPOJIB-
HOTO Y3U BBIABJIEHO OTCYTCTBUE TI'DAJUEHTa CUCTOJIM-
YEeCKOTO JAaBJIEHUS MEXKAy IIPABOUM BepXHEN W HUMKHEHN
KoHeuHOCTAMHU. [lanmueHTKa BBINVCAHA M3 KJIWHUKU Ha
8-e CYyTKU IIOCJIE OIlepaIU.

BrinosiHeHO TaK!Ke T'MCTOJIOTHYECKOE KCCJIeIOBAaHUE
CTeHKU aopThl. MopdoJIOTUYECKN OTMEUaeTCs PACIIH-
peHUe MeAWU, IPEACTABJIEHHON PErpecCMBHO M3MEHEH-
HOW COEOUHUTEJHbHON TKAHBIO C BBIPDAYKEHHOU IMOTEpen
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Puc. 2. HaTpaonepanuonHoe oTo 10 U MOCJIe PEKOHCTPYK-
UMY HUCXOAAIIEH aopThl (a0PTO-aOpPTAJbHOE IIYHTHPOBA-
HHe OT IepenieiiKka K HUKHEH TPeTM HHUCXOQAIIeH IpyaHOI
aopTHI).

AJIACTUYECKUX BOJIOKOH, aTpoduell IIaJfKOMBIIIeYHBIX
BOJIOKOH, MUKCOMIHBIMMU H3MEHEHUAMHU CTPOMBI B II€H-
TPaJbHOM OT/eJie C paciielljieHneM CTeHKu. B 30He pac-
miemieHns 00pa3oBaHre MUKDOIIOJOCTEH M MUKDOKHUCT.
IerenepaTuBHbIe NU3MEHEHUS MEAWN HE COIPOBOKIAOT-
Cs BOCIIAQJINTEJIBHBIMU HHq)HﬂBTpaTaMH. WMuaTNMa He3HAa-
YUTEJBHO DacIiIupeHa 0e3 BBIPDAMKEHHBIX (DUOPOSHBIX U
BOCIIAJUTEJNbHBIX W3MeHeHuil. AxBeHTuUiiusa 0e3 BbIpa-
JKeHHBIX (DMOPO3HBIX UBMEHEHU, IIPU HTOM OTMEUAIOTCA
eqUHNYHBbIEe JUM(POULTHBIE arperaTbl, IPeNMYyIIIeCTBEHHO
BOKDYT vasa vasorum. IIpusHaku rpaHyJieMaTo3HOI'0 BOC-
MaJIEHUs B IIperapare OTCyTCTBYIOT.

Ilpy mocTymyieHWy [AEeBOYKU MAJs KOHTPOJIBHO-
ro obcJjieoBaHUsA B OTHEJEHNE IETCKOM DPEeBMAaTOJIOTUU
YIKB (uepe3d 3 wmecsia Iocje ollepanuu) obparlra-
JIO BHUMaHUe OTCyTCTBHE IyJibca u AJll Ha JeBOil pyke.
Omnpenensanock yBeauuenume COD mo 31 mm/u, CPB.
B pasoBoit mopriuu moum Gesiok cocraBua 0,382 r/mi, B
CYTOYHOI MOoue MUKpoass0oymurypusa 111,15 mr/cyr npu
HopMme 1o 30 mr/cyr. Ilo mokaszarenam CMA] coxpaHsa-
aack Al cucTonyecKoro xapakrepa, HeCTaOUIbHOE aua-
cronuueckoe AJl B HouHOe BpeMdA. [Jauusie Y3I' aopTer
CBHUIETEJIbCTBOBAJIM O HAJIMYNHN CTE€HO3a YCThEB UPEBHOI'O
CTBOJIA, BepXHEH OpPBIXKEEUHOU apTepuu, 00emx II0UYedU-
HBIX aprepuii. OTMeueHa OoTpHUIlaTeJbHAA AUHAMHUKA U B
BUJIe YMEHBIIeHUA WHAeKca MOYeYHOM Macchl (CyMMapHO
0,33%). Tak Kak Tepamus IIepPBOM JUHUU He IIpUBeJa K
CTOMKON peMUCCUU y TAllMeHTKH, Obllla MHUIIUMUPOBAHA
T'UBT Tonmununsymadom us pacuera 10 mr/Kr B 4 Hex. Yepes
3 IHA OT BBeJeHU IIperapara JiabopaTOPHON aKTUBHOCTH
OCHOBHOTO 3a0oJjieBaHUA OTMedueHO He ObLio. C yueToM
HaJINYUA Yy HAIUeHTKU MHUKPOATLOYMUHYDPUU, CYSKEHUSI
IPOCBeTa MOYEYHBIX apTepUil, CHUYKEHU NHIeKca IIouey-
HOHM MAaccChl IJIAHUPYETCS MIPOJOJIKUTH AUHAMUYECKOE
HaOJIIOZleHe COBMECTHO C COCYAMCTHIMU XUPYPraMul IJIs
PEeIIIeHNs BOIIPOCA O TAKTUKE NAJHHENIIero BeAeHusI.

Takum o6pas3oM, B IpeAcTaBIeHHOM HabJIoIe-
HUM y neBouKu 10 JjieT BBIABJIEHO TOTAJIBHOE IIOPA-
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JKeHUe aopThl C KPUTUYECKUM CTEHO30M B Hal-
nuadparmMaabHOM OTIejle U ee BeTBell: JIeBOI IIOJ-
KJIIOUMYHON, JIeBOM MO3BOHOYHOM, 00€MX OOIIUX U
BHYTPEHHUX COHHBIX apTepuii, UpeBHOI'O CTBOJA,
BepPXHel OPBIXKEeUHOH 1 006X ITOUYEUHBIX apTePUid.
Anrmorpaduueckoe NOATBEDP:KEHNE NIATOJOTUU
A0PTHI U €e BeTBeHW KJIWHUUYECKU COIIPOBOKIAJIOCH
CHUHIPOMOM OTCYTCTBHUA IIyJIbCA, HECOOTBETCTBUEM
Al, cuagpomom AT, yeemmuenmem CO3 u CPB.
JaHHBIE TTOKa3aTeJn OTBEUAJM KPUTEPUAM IIOCTA-
HOBKU JUArHo3a «Heclelu(@uuecKuil aopToapTepu-
UT» 1 000CHOBBIBAJIV IOKA3aHNA K Ha3HAUEHNUIO KaK
0asuCcHON Tepanmmu, TaK U XUPYPTUUECKOTrO Jeue-
HUA. YUUTHIBaA HAJINYME IATHA «KOo(de ¢ MOJIOKOM »
u ysenka Jluima Ha IpaBoOM IJiasy, MOYKHO IIPEJ-
IIOJIOKUTh Ha/JIN4YMe y INallMeHTKHU CePMEHTapHOﬁ
dopmber H®1 ¢ BoBIeUeHMEM COCYAMCTOTO pycJia.
Opuako Tobko H®1 He MOKeT IOJHOCTBIO 00'bsIC-
HUTH BCIO KJIMHUUYECKYI0 KaPTUHY B JAHHOM CJIyUae.
BasucHasda repanus npeJHU30JI0HOM C METOTPEK-
caToM, a 3aTeM U C BKJIIOUEeHUEeM TOI[MJIn3yMabda IIpu-
BeJIa K CHU)KEHUIO BOCIIAJIUTENHLHON aKTUBHOCTU U
110 TIPOTOKOJIY OyIeT MIPOJOIKeHa. XUPYyPrudecKoe
JeueHne 3aKJI0YAJI0Ch B FeMOAMHAMUUECKON KOp-
PEeKINU KOAapKTAIMOHHOTO CUHAPOMAa BO3HUKIIIETO
y manueHTKM Ha ()OHE CEerMeHTApHOTO CYKeHU:d
HUCXOAAIEN T'PYAHON aopThl. JlaHHAA IIATOJJOTUA
YKJIaIbIBAETCA B MOHATHE T.H. «CUHIPOMA CpegHEe
aoptel», ommcanHoro P.K. Sen um coaBr. B 1963
r. UccremoBaTenu QOCTATOUHO IOAPOOHO OIMCAJIN
JaHHYIO IIaTOJIOTHUIO, 1 UX MaTepuaJibl HE IIOTEPAJIN
aKTyaJbHOCTh W HA CETONHAINHUI meHb [22-25].
OTKDBITBIM OCTaeTCA BOIIPOC STUOJOTUU CETMeH-
TApPHOTO CY:K€HUA y NAHHON MAIMeHTKU, TaK Kak
uMelIecd IPU3HAKY BOCHAJIEHUA YKa3bIBAJIN Ha
HAA, a nuHTpaomepanmuoHHas KapTUHA aHATOMUUE-
CKU OOJIbIIIE YKA3LIBAET HA BPOKAEHHYIO TUIIOILIA-
3UI0 AaOpPTHI, YUUTHIBAdA TYyOYJIsAPHOE ee CYKeHUe.
Bo3MOKHBIM ABJIAETCA IPUCOEIUHEHNE BOCIIAJIU-
TeJIFHOTO KOMIIOHEHTA K BPOXKJ€HHOU ITaTOJIOTUH, O
YeM CBUJIETEJIHLCTBYET TOCTATOYHO PEe3KOe Iporpec-
cupoBaHue 3abosieBaHUA B Bo3dpacTe 10 Jer.
IIpencraBieHHOE KJIWHUWYECKOe HaOIIOIE-
HUe HAaTJAJHO NEeMOHCTPUPYET CJIOMKHOCTU yCTa-
HOBJIEHUS OKOHYATEJHHOTO AUATHO3a y [NEeBOUKU
¢ CCA, uto umeer 0oJbIlIOE 3HAUEHUNE IJS OIIpPe-
IeJIeHUA [NaJIbHEeUINell TaKTUKU BeNeHUA Nallu-
eHTKU. B03MOKHO, 00jee OUEeBUAHBIMU HPUUUHBI
BOSHUMKHOBEHUA YKAa3aHHBIX U3MeHeHun CTaHyYT
B JaJIbHEHIIEM, IO Mepe UX IIOCJEeIYIOIero IaTo-
mopdosa. [aa GosbITEro MOHUMAHUA BO3MOMKHO-
CTU coueTaHUs dTHoJormueckux axTopo (HAA,
H®1, ¢pubpomycKynapHasa QUCIIA3UA, CUHIPOM
Bunbmca, cuHapom Anaxkuias, 6ose3Hb Moiia—
Moiia m Ap.) Y JAaHHOTO KOHTWMHIEHTA HAIEHTOB
TpebyeTca ganabHelilee n3yueHue Ipo0IeMbl.
<I>unancup06anue u icon¢.7umm unmepecoe: omcym-
cmayiom.
Podchernyaeva N.S. @ 0000-0002-7498-1636
Lyskina G.A. @0000-0003-0987-2887

27.05.2019 12:55:27



Jluteparypa

1. I'enne HA., Jlvuickuna I''A., IToduepnsesa H.C. Pyko-
BOJCTBO 110 feTcKoii peBmarosoruu. M.: TOOTAP-Menua, 2011.

2.Santo M D, Stelmaszewski EV,Villa A. Takayasu arteritis
in paeditrics. Cardiology in the Young. 2018; 28: 354-361.
DOI: 10.1017/S1047951117001998

3. JIbickuna I''A., Kocmuna F0.0. [luarHoCTHKA U JieUeHUe
HecnenudUUECKOro aoproaprepuura y gereii (063op). BectHuk
CMOJIEHCKOI roCyJapCTBEeHHON MeOUITMHCKON akagemuu. 2017;
16 (3): 183-186.

4. Kim ESH, Beckman J. Takayasu arteritis: challenges
in diagnosis and management. Heart. 2018; 104 (7): 558-565.
DOI: 10.1136/heartjnl-2016-310848

5. Jlvickuna TI.A., Anexceesa E.H., Caenuosa T.B.
Hecnenuduyeckuii aoproaprepuut. IleTcKasi peBMAaTOJOTUS.
Arnac. 2-e usx. BapanmoB A.A., Anexceea E.U., pex. M.:
ITequatps, 2015: 200-206.

6. Serra R, Butrico L, Fugetto F, Chibireva M D, Malva A,
De Caridi G, Massara M, Barbetta A, Cannistra M, de Franciscis
S, Updates in Pathophysiology, Diagnosis and Management
of Takayasu Arteritis. Annals of Vascular Surgery. 2016; 35:
210-225. doi: 10.1016/j.avsg.2016.02.011.

7. Hata A, Noda M, Moriwaki R, Numano F. Angiographic
findings of Takayasu arteritis: new classification. Int. J.
Cardiol. 1996; 54 (Suppl.): S155-S163.

8. Stern S, Silva GC, Reiff A, Ramos MPR, Marzan
KA, Terreri MT. Treatment of pediatric Takayasu arteritis
with infliximab and cyclophosphamide: experience from an
American-Brazilian cohort study. J. Clin. Rheumatol. 2014;
20: 183-188.

9. Samson M, Espigol-Frigolé G, Terrades-Garcia N, Prieto-
Gonzdlez S, Corbera-Bellalta M, Alba-Rovira R, Herndndez-
Rodriguez J,Audia S, Bonnotte B, Cid MC.Biological treatments
in giant cell arteritis & Takayasu arteritis. European Journal of
Internal Medicine. 2018; 5: 12—-19.

10. Batu ED, Sénmez HE, Hazirolan T, Ozaltin F, Bilginer
Y, Ozen S. Tocilizumab treatment in childhood Takayasu
arteritis: Case series of four patients and systematic review of
the literature. Seminars in Arthritis and Rheumatism. 2017;
46 (4): 529-535.

11. Tumollo A, Marks SD, Stadermann M, Roebuck D,
McLaren CA, Hamilton G, Dillon MJ, Tullus K. Mid-aortic
syndrome: long-term outcome of 36 children. Pediatr. Nephrol.
2009; 24: 2225-2232.

12. Sethna B, Kaplan BS, Cahill AM, Velazquez OC,
Meyers KEC. Idiopathic mid-aortic syndrome in children.
Pediatr. Nephrol. 2008; 23: 1135-1142. DOI: 10.1007/s00467-
008-0767-4.

13. Kaamvikos E.JI., Kaaunun P.E., Mazamem B.II., Cyu-
roe H.A., Mxucasanadse H,J]., Cadpuese O.H. Cunzapom cpenHeit
aopTel. BectHuk xupypruu. 2016; 175 (6): 104-108.

Final 3 19 new!!l.indd 111

14. Tummolo A, Marks SD, Stadermann M, Roebuck Dd,
McLaren CA, Hamilton G, Dillon M.J, Tullus K. Mid-aortic
syndrome: long-term outcome of 36 children. Pediatr. Nephrol.
2009; 24: 2225-2232. DOI: 10.1007/s00467-009-1242-6.

15. IITnaiidep H.A., I'opesios A.H . HeiitpohubpomaTos mepBo-
ro Tuna (6osesHb PeryunrxayseHa). Cubupckoe MeIUITMHCKOE
o6o3penue. 2007; 44 (3): 91-95.

16. Climino PJ, Gutmann DH. Neurofibromatosis type 1.
Handbook of Clinical Neurology. 2018; 148: 799-811.

17. Oderich GS, Sullivan TM, Bower TC, Gloviczki P,
Miller DV, Babovic-Vuksanovic D, Macedo TA, Stanson A.
Vascular abnormalities in patients with neurofibromatosis
syndrome type I: Clinical spectrum, management, and results.
Journal of Vascular Surgery. 2007; 46 (3): 475-484.

18. Leppdvirta J, Kallionpdd RA, Uusitalo E, Vahlberg T,
Poyhonen M, Peltonen J, Peltonen S. Congenital anomalies
in neurofibromatosisl: a retrospective register-based total
population study. Orphanet Journal of Rare Diseases. 2018; 13:
5.DOI: 10.1186/s13023-017-0756-4.

19. Petrak B, Bendova S, Seeman T, Klein T, Lisy J,
Zatrapa T, Marikova T. Mid-aortic syndrome with renovascular
hypertension and multisystem involvement in a girl with
familiar neurofibromatosis von Recklinghausen type 1.
Neuroendocrinology Letters. 2007; 28 (6): 734—738.

20. Jozwik Plebanek K, Prejbisz A, Januszewicz A,
Madej K, Litwin M, Januszewicz M. A 21 year old woman
with neurofibromatosis type 1, mid aortic syndrome, and
hypertension. Polish Archives of Internal Medicine. 2019; 129
(2): 131-132. DOI: 10.20 452 /pamw.4393.

21. Veean S, Thakkar N, Gupta S, et al. A case of
coarctation of the abdominal aorta and renal artery stenosis due
to neurofibromatosis type 1. Postgrad. Med. J. 2017; 93 (1098):
235-236. doi: 10.1136/postgradmed;j-2016-134460.

22. Arakelyan V, Chshieva I, Papitashvili V, Gamzaev
N, Gidaspov N, Bortnikova N. Treatment of 52 patients
with midaortic dysplastic syndrome. European Journal of
Vascular and Endovascular Surgery. 2016; 3: 397-398. DOI:
10.1016/j.-ejvs.2016.07.032.

23. Apakeasan B.C., I[Ianumaweunu B.I'. Tunonnasus Huc-
XOAAINEN aOpTHI: AUATHOCTUKA, TAKTUKA JeUeHua. AHTHOTIOTUA
u cocygucrasa xupyprud. 2015; S2: 32—-33.

24. Veean S, Thakkar N, Gupta S, et al. A case of
coarctation of the abdominal aorta and renal artery stenosis
due to neurofibromatosis type 1. Postgrad. Med. J. 2016; O:
1-2. doi:10.1136/postgradmed;j-2016-134460

25. Bargiela D, Verkerk MM, Wee I, Welman K, Ng
E, Choong AMTL. The Endovascular Management of Neuro-
fibromatosis-associated Aneurysms: A Systematic Review.
European Journal of Radiology. 2018; 100: 66—75. https://doi.
org/10.1016/j.ejrad.2017.12.014.

27.05.2019 12:55:27



