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Heiipodpubpomaros (6one3nn PexiimHrxay-
3eHa) — 3abojieBaHUEe U3 TPYMIbl (aKOMaTO30B,
mwudp mo MKb-10 — Q85.0, onncaHo Bo BTOpoOii
nojoBuHe XIX Beka psaoM ucciienoBaTeseil, B TOM
yuciie B 1882 rogy yuenukom Pynonnsda Bupxosa
DOpungpuxom ¢oH PekinHrxayzeHoM. DTo caMoe pac-
MpoCcTpaHeHHOe 3a00JIeBaHue, TIpeapaciioaraioiiee
K BOBHUKHOBEHUIO onyxoJjeil y yenoneka [1]. Cy-
LLIECTBYIOT 7 TUMOB HelipodrbpomaTosa, HO Haubo-
Jiee 4acToO BCcTpevarTes: HelipodudbpomaTos I Tuna
(H®1) u Heiipodpudbpomartos Il tuma (HD2).
Heiipodubdpomatos I Tuma odycnosneH MyTtalyei reHa
NF1 u xapaktepusyercst HaaudueM Helipodpurdpom —
JOOPOKAYECTBEHHbIX OITyXOJIell HEPBOB, COCTOSIIIIUX
M3 IIIBAHHOBCKUX KJIETOK U (pMOPoOIacTOB, a TakxkKe
0YaroBOU rMIEepNUIrMeHTallMK KOXHU (TSITHA LIBETa
«koe ¢ MosokoM»). Tum HacienoBaHUST ayTOCOM-
HO-AOMUHAHTHBIN. YacToTa BO3HUKHOBEHUSI 3200-
JIeBaHUS Y MY>KUUH U XKEHIIMH OJMHaKOBa, HA0JII0-
Jaetcst mpuMepHo y kaxaoro 2500—3500-ro HoBo-
poxxneHHoro. B nmojioBuHe ciydaeB 3a00jieBaHUE SIB-
JIsIeTCsI HacJIeACTBEHHbIM, B IMOJIOBUHE — Pe3yJibTa-
TOM CNMIOHTaHHO# MyTauuu. YactoTta MyTaluii reHOB,
MOJIOMKa KOTOPBIX MMPUBOIUT K HelipohrnOpomMaTo3y
I Tuma — camast BbICOKasi M3 U3BECTHBIX JIJISI TECHOB
yesoBeka [2]. H®1 ObL1 mepBbIM OIyXOJEeBUIHBIM
320071eBaHMEM C JOKa3aHHbBIM TeHETUYECKUM TTPOUC-
xoxaeHueM |[3]. Jlokyc reHoB, MOJIOMKa KOTOPBIX MTPU-
BOIIUT K Pa3BUTHIO HelipodubpoMaTosa, pacroiaraer-
csl Ha JJIMHHOM Iuiedye 17-if XpoMocombl (JIOKyC
17q11) [4], B 30He, Kogupylollei 6eoK Helipoduo-
POMUH, MoAaBJstIoIui poct omyxoJjeit. [Tpy HP1 ya-
CTOTa pa3BUTHUS OITyXOJell LIeHTPaJbHOU HepBHOM
cucTeMbl coctaBiisteT oT 5 [5] mo 30% [6,7].

Huarnos HeiipopubpomaTosa tuma I moxer
OBITh TTOCTABJICH NIPU HAJIMYUHU Y OOJILHOTO coyeTa-
HUS IBYX U 0oJiee MaTOTHOMOHUWYHBIX [J1s 3a00J1e-
BaHUSI CUMIITOMOB [1]:

1. BrisiBiieHMe KaK MUHUMYM 1IECTH TSITEH
BeTa «Kode ¢ MOJIOKOM» AIUaMETPOM CBBIIIIE 5 MM
y JneTeil B mpemnybepTaTHOM IepUOJE U CBBILIE
15 MM — B TTocTITyOepTaTHOM.

2. Hanuuue nByx u 6ojiee HelipoduOpoMm.

3. N'emapTombI pagykku (IBa u OoJiee y3enaka
Juma).

4. [Toxoxue Ha BECHYILIKM MeJIKHE ITSITHA B
MOAMBIIICYHBIX BIIaJUHAX.

5. TTuoMbI 3pUTESIbHBIX HEPBOB.

6. KocTHble aHOMaIMu (MICTOHYEHUE KOPTU-
KaJIbHOTO CJIOSI TPyOYaThIX KOCTEN ), JIOXKHBIN CyC-
TaB 0OJIbIIIEOEPIIOBOM KOCTH, JUCIIA3UM KPbLIbEB
KJIUHOBUIHOM KOCTH.

7. Hanuuue Helipodubdbpomartosa I tumna y
OMmKalIMX poACTBEHHUKOB.

JomnonuutensHo npu HP1 moryr Habio-
JIaThCS:

— KOTHUTHBHbIC HAPYLIEHUsI — 3aTPYIHEHUs
OCBOCHUSI MMMChMa, YTeHUsT, MaTeMaTuku. YacTo co-
YETAIOTCSI C YMEPEHHBIM CHIDKEHHEeM WHTEJICKTA.
Y GOJIbHBIX YacTO OTMeYaloTcsl Jelpeccus U3-3a
CTbI/Ia, BBI3bIBAEMOTO 00e300paKBaHUEM JIMIIA Heii-
pocdubpoMamMu, OOSI3HB OOIIIECTBA;

— SHIOKPUHHBIE paccTpoiicTBa — (eoxpo-
MOIIUTOMA, HapyIlIeHUe pocTa 1 IMOJ0BOTO BOCIIMTA-
HUS;

— SMWIENITUYEeCKUEe MPUIaIKH;

— CHUXXEHUe MBIIIIEYHOTO TOHYCA;

— HapylIeHUs TTOBEICHUSI;

— 3aboJsieBaHMSI, HAIIPSIMYIO CBSI3aHHBIE C
BOBJICYEHUEM HEPBOB — CTEHO3 IMOYEYHOU U Je-
TOYHOU apTepuii, JerouyHble KUCThI, UHTEPCTULINAITb-
Hasl THEBMOHUSI, HeTlpaBUJIbHOEe (OpMUPOBaAHUE
OTJAEJIOB XXYJYIOUYHO-KHUILIEYHOTO TPaKTa;

— CUPUHIOMUEHUSI.

HeiipopuobpomaTtos tuna Il BeIzBaH MyTaliu-
et rena NF2 B 22-i1 xpomocome (Jokyc 22ql2),
KOTOpPBIN KomupyeT 0eJI0K MEePJIMH, BXOASIIUN B ce-
MelcTBO OEJIKOB, CBI3bIBAIOIINX MEMOpaHy U LIU-
TocKeseT (OHU BaXKHbI JJIs1 MOIBUXKHOCTU U ajre-
3UHM KJIeTKH). bojile3Hb MposIBIIsIeTCSI MHOXECTBEH -
HBIMU ILIBAHHOMaMU, OCOOEHHO MpeAaBePHO-YIUT-
KOBOTO HEPBa; MOBBIIIEH PUCK STIEHAUMOMBI U Me-
HuHruomsl. [1pu HelipopudbpomaTtose Tura I aBy-
CTOPOHHME ILIBAHHOMBI MPEAIBEPHO-YIUTKOBBIX
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HepBOB BO3HUKAIOT OoJiee 4yeM Yy 90% OONBHBIX,
OOBITHO MPOSIBIISIIOTCS ITocie 20 JIeT mporpeccupy-
[olIell OMHOCTOPOHHEN TyroyxocThio |1, 4, 5, 6].

IIpu meiipodudbpomartose I Tuna paspacrta-
HUS OMyXoJei, NCXOMSIINX U3 HEPBHBIX KIIETOK,
MOTYT BCTpeyaThcsl U B Pas3jiMyYHbIX OpraHax, 4To
MNpeACcTaBIIsIeT ONAacHOCTb JJIsl XXU3HU OOJBbHOTO,
BBI3bIBasI CIOHTAHHbBIE Pa3pbIBbl, FeMAaTOMbI U BHYT-
peHHue KpoBoTeueHusl. JIutepaTypHbie UCTOUHUKU
MPUBOJIST €IMHUYHbBIEC CJIydan CIOHTAHHbBIX Pa3pbl-
BOB MMOYKU, CBSI3aHHbIC C PA3JIUYHBIMU IPUYUHAMU
[8,9, 10, 11, 12, 13, 14, 15, 16, 17, 18, 19, 20], mosTOMY
JIaHHbBIE COCTOSIHUSI MTPUBJIEKAIOT BHUMaHUE KJIU-
HUILIMCTOB Bcero Mupa. Mbl IPUBOAUM KJIMHUYEC-
Koe HabmoaeHre 00JIbHOI ¢ HelipodnOpoMaTo3oM,
Y KOTOPOU CIIOHTaHHBIM pa3pblB NPaBON MOYKU
npuBes K HeppIKTOMUU.

Takoii cinydaili Mbl HaOIOANN y 24-1eTHEN
nannenuTku 1., nocraBmennoit 01.04.2013 roma B
SKCTPEHHOM TOPSIIKE B IPUEMHO-AUarHOCTUYeC-
koe otmeneHue 'Y «CMCY-9 M3 VkpauHsl» ¢
KIIMHUKOM OCTPO MaCCUBHOU KPOBOIIOTEPU, B Kpari-
He TspKeJIoM cocTossHUM. OOpallleHUIo MpeaecTBO-
BaJio obcjieloBaHUE 1 JIeUeHUEe B PA3IMYHBIX K-
Hukax Kunesa, IHenporerpoBcka u Kpusoro Pora.
B panHem neTcTBe, B TpexJeTHEM Bo3pacTe
(1992 r.), nepeHecna onepaiuio Ha mosre. Helipo-
xupypr u3 Hauum Genrih Hendal ymanun omy-
XO0JIb TOJIOBHOTO MO3ra (TMCTOJOTUYECKU — acTpo-
nutoma III 6okoBoro Xemymouka). B mmocieonepa-
LIMOHHOM TlepHojie HabJoaanach 3H1edaaonaTusl,
MPaBOCTOPOHHUI TeMuIiape3, BHyTpUUepernHast acuM-
MmeTpuyHas ruapouedanus. B 1993 rony — obnyye-
Hue B KpuopoxckoM oHkoaucnaHcepe. C neTcTBa
oTMeuaeTcs dNUJIerNcusi, MpUHUMaeT KapoaMa3enuH
KakK TTPOTUBOCYIOPOXKHOE U MPOTUBOIMUJIENTUYEC-
KO€ CpeJICTBO, Ha JUCTIaHCEPHOM Yy4yeTe Y HeBpoTa-
ToJIoTa, MHBAJIU/ IETCTBRA.

C poxneHust oTMevasicsl CTeHO3 IByCTBOpYA-
Toro KiarmaHa u B 17-netHeM Bo3pacte (2005 1.) B
JIHenmponeTPOBCKOM IUaTHOCTUYECKOM LIEHTPe Mpo-
M3BeZieHa KOMUCCYPOTOMMUS a0PTAIbHOTO KianaHa. B
2006 rony B HICB Oxmatmer M3 YKkpauHBI — TO-
BTOPHOE BMELIATEILCTBO Ha CEPILIE — MEPEHECIIA OTIe-
panuto Pocca (3aMeHa MoBpexk/IeHHOTO a0PTAIbHOTO
KJlaraHa cCOOCTBEHHBIM JIETOYHbBIM KJIaTlaHOM).

B utone 2012 roma mocJie 1IeBOCTOPOHHEN I10-
YEeYHOM KOJUKU U OTXOXKAECHUS MEJIKUX KOHKpe-
MEHTOB C MOYOU, KOHCYJIbTUPOBaHA YPOJOTOM 00-
JlacTHoOM OosibHULIBI UM. V.. MeuHuKoBa, por3Be-
JIeHa KOMMbIOTepHasi ToMmorpadgusi OpraHoB OpIoIiI-
HOM MOJIOCTH, TIe OOHAPYKEHbI Y9aCTKU Helipodno-
PO3HOU U JTUIOMATO3HOU TKaHU B 00X MOoYKax U
KHUCTa TIeYeHM, BbICTaBJIeH IMarHo3 — hakomaTos,
AHTUOMMUOIUIIOMBI 00EUX TTOYeK, KUCTa TICUYEHU.

CocTogHHNEe pe3KOo YXYAIIUIOCh HOYBIO
01.04.2013 r., Korma mosIBUIACh pe3Kasi 00JIb B XKM-
BOTE, cJTabOCTh, TOJIOBOKPYXEeHNE, TEMHOTA B TJIa3ax,
OpuUTamoli CKOPO TTOMOIIM JOCTaBIeHa B IIPUEM-
Hoe oTnenieHne. [1pn moCTyIIeHUN COCTOSTHHE TSI~
JKeJioe, TeIOCIOKeHe TTpaBIIbHOEe, TTOHIKEHHOTO
MUTaHUsI, KOXXHBIE TIOKPOBHI OJIeMHEIe, KOXa cyxas,
JuMdoy3nbl He yBeaumdeHbl, YJI — 18 B MuHyTYy,
YCC — 120 B munyty, Al — 60/40 MM pT. cT. ['pa-
HUIIBI cepala B HopMe, TOHBI cepAlia MPUTTYIIEHbI,
CHUCTOJIMICCKHI IITYM Ha BepXyIlKe. S3bIK 0010KeH
OeJrecoBaTHIM HAJIETOM, KUBOT MSITKUI, OOJIe3HEeH -
HBII B IpaBO# TTOJIOBUHE, TIEPUCTAIBTUKA TTPOCITY-
IIMBaeTcs, MeYeHb, celie3eHKa He MaIbITNpPYIOTC,
MOUEHCITyCKaHHe CBOOOIHOe, Oe300e3HeHHOe. CTyn
TBaKIBI, SKUIKOBATBIN. TepameBToOM IPUEMHOTO OT-
JeJIeHWsT BBICTABJICH AMATHO3: OCTpas KUIIeUHas
nHbeK1Ms1, MTHOEKIIMOHHO-TOKCUYECKUH 10K, Toc-
MUTAIU3NPOBAaHA B OTHEICHNE aHeCTE3NOJIOTHI 1
peannMmanuu (OAP). B OAP ocMoTpeHa Xupyprom,
KOTOPBII OTMEYAET, YTO Yy MAIMeHTKHN paHee ObLia 00JTh
B ITOSICHUIHOI 00JIAaCTH, ¢ MOYOI OTXOIUIIN KOHKPE-
MeHTBI. Ha MOMEHT ocMoTpa ToKoJIadnBaHUe TT0 TIO0-
SICHUYHOU 001acT 6e300J1e3HEHHOE ¢ ABYX CTOPOH,
oTMevaeTcs 00JIe3HEHHOCTD B TIPABBIX OTIeIaX 1 BHU-
3y xuBoTa. B anammse kposu Hb — 81 1/71, elikomThl
B KpoBu — 40,6 x 10°/1, nmactaza moun — 128 Em,
KpeaTuHUH KpoBU — 120 MMOJB/J, TpyIma KpoBU
A (II) Rh (+) nonoxwurenabHas.

BrI3BaH TMHEKOJIOT, KOTOPBI OTMeYaeT, 9TO
B TMHEKOJIOTMYECKOM aHaMHe3e: mensis ¢ 13 jer,
MOJIOBYIO XKU3Hb oTpuliaeT. [ MHeKosornyeckuii cra-
Tyc: Ha KOXe BHYTPeHHeH TTOBepXHOCTH Oenep MHO-
>KeCTBeHHBIC TTaImIIoMbl. HapyXHbIe TIoJTOBBIE Opra-
HBI Pa3BUTHI TPABIWIbHO. PekTabHO: MaTKa MaJleHb-
Kasl, IJI0THasI, 0e30oie3HeHHas1. B obmacTtu mpuaat-
KOB TOTIOJTHUTEJIFHBIX 0Opa3oBaHUM HET, Tajiblia-
TOPHO — YMepeHHasT 00JIe3HEHHOCTD. [IBIKeHMS 3a
IeHKy MaTKu 0e300j1e3HeHHbIe. B aKCTpeHHOM T10-
psaake mpoBegeHo Y3M manoro tasa: mMaTka B
anteflexio, KOHTyp POBHBIN, YeTKUI1, pazMep 48x40x44
MM, CTPYKTypa OTHOPOITHAS, MUOMETPpU — 11 MM,
KOHTYp YEeTKHN, CTPYKTypa ogHopomHas. [1paBsrit
SIUYHUK 29X21 MM, KOHTYp YeTKUil, cTpyKTypa 0e3
ocobeHHOCTe. JIeBBIiT ITMIHUK 28X22 MM, C YeT-
KM KOHTYPOM, CTPYKTypa omHOpomHas. B 3amgHem
CBOIe HE3HAYNTEJIbHOE KOJMYECTBO CBOOOMTHON
KUIKOCTH B OPIONTHOM TOJIOCTH. 3aKTI0UeHNE: Ha-
JIMY1e CBOOOMHOM KMUAKOCTH B OPIOIITHO TTOJIOCTH.
CocTostHHUe paclieHeHO KaK Pa3pblB KUCTHI SUIHU-
Ka, BHYTPHOPIOITHOE KPOBOTeUeHNE, BHI3BAHBI 3a-
BEeNyIONINe THHEKOJIOTHIECKIUM U XUPYPTUISCKUM
OT/IEJICHUSIMI.

ITo XM3HEHHBIM TTOKa3aHUSIM COBMECTHOM
OpuUTamoii XMPypProB M TMHEKOJIOTOB OOJIbHAS B3sI-
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Ta Ha KCTPEHHYIO OIEPALIMIO MOJ dHAOTPaxeaab-
HBIM Hapko3oM. [1pn JamapoToMun BEISIBICHO, YTO
cTipaBa B 3a0pPIOIIIMHHOM TIPOCTPAHCTBE OTIPEICIIs-
eTcs 3a0pIoIIMHHAs TeMaToMa OOJIBIITX pa3MepoB
1 oOpa3oBaHUe, CBI3aHHOE ¢ TIPaBoii TTOYKoii. B ore-
PAIIMOHHYIO BBI3BAH YPOJIOT, KOTOPBIM OBbLTa BCKPHI-
Ta OpIOIIMHA HaJ OTyXOJbI0, OTIpeeeHa pacmama-
foIIasICsT OTYXOJIb OOJBIINX Pa3MepoOB ¢ aKTUBHBIM
KPOBOTEUCHHUEM M3 COCYAMCTON HOXKI. KpoBoTe-
YeHHe OCTAaHOBJICHO, OITyX0JIeBasI U IToYeyHast TKaHb
yIaJleHbl N3 3a0pIOIMHHOTO TIPOCTPAHCTBA, COCY-
IHUCTast HOXKa TepeBsa3aHa KarmpoHoM. Bo Bpems
oTrepay KPOBOIIOTEPST COCTABMIIA OKOJIO 2 JINT-
poB. Ormepalins 3aKoHYeHA IPeHNPOBAaHUEM OPIOIII-
HOI TTOJTOCTH 1 3a0pIOIIMHHOTO TIpocTpaHcTBa. Mak-
poIpemnapar: Imo4yka pasmepom 14,5x9x4,5 cm, mo-
BEPXHOCTH CBETIO-KOPUIHEBasI, C MEJIKMMHU KeJl-
ThIMU oOpa3zoBaHusIME auameTpoM ot 0,3 mo 2,0 cm,
¢ OONBIINM OMYXOJEBUAHBIM OOpazoBaHUEM
8,0x5,5x5,5 cM, ¢ pacmagoM, Ha pa3pe3e TKaHb IOY-
KA CBETJIO-KOPUYHEBasI C KEATBIMU OKPYTIBIMH
obpazoBanussMu. OmyxoJieBUIHbIC 0Opa30BaHUs Ha
paspese KelITOo-KOPUIHEBOTO IIBeTa ¢ yJacTKaMu
TEMHO-KPAacHOTro 1iBeTa. ['McTosornyecKuit oTBeT
Ne 1685-94 ot 01.04.2013: B KycoyKax M3 MTOYKH
MMeeTCs OMYXOJib, TIOCTPOCHHAS U3 KJIETOYHO-BO-
JIOKHUICTBIX KOMIUIEKCOB, PACITOJIOKEHHBIX OecTIopsI-
JIOYHO, 0OPa30BBIBAIOIINX 3aBUXPEHMS U KOe-Te Ka-
1reoOpa3Hble CTPYKTYPHI ¢ TTOJTUMOPGU3IMOM KJle-
ToK. Cpean oIyXoJji OOJBIIIOe KOJTMISCTBO COCY-
JIOB C TOJICTHIMH THAJIMHOBBIMHU cTeHKaMu. [lapeH-
XHMa MoYKu aTpoduyHa. 3akioyeHue: AHTUOHEB-
pPUHOMA — 3a0PIOIITMHHAS OITyXOJIb.

B mpotiecce nedeHNs B TeUeHUE TIEPBBIX CY-
TOK TIaIIUeHTKe BHYTPUBEHHO KaIleJIbHO BIIMTO CBE-
XkezamopoxkeHHol mia3mbl (C3IT) — 1140 M, spur-
poumTapHoii Macchl (BpM) — 749 mi. B TeueHue
BTOPBIX cyToK — 610 M1 C3M u 343 ma DpM.
AnTnbaxkrepuajgbHasi Tepanus — KBaapaled mo
1,0 x 2 paza B/B Ha 200 M1 pu3pacTBOpa, METPATHI
mo 100 Mt x 2 pa3a B/B KamenbHo. MAMY3MOHHAasT
Tepanust: Toko3a 10%-nast 400 MJI ¢ MHCYJIMHOM
12 En, acnapkam — 30 ma, MgSO, 25%-noro 10 m,
Tpucoib 400 v, peamoupun 400 M1, peacopOmIakT
200 mu1, puzpacTBOp B/B KameabHO, aCKOPOMHOBAs
kuciaora 5%-nag 6,0 mi, TpaHekcam 5,0 M1, KeTa-
noHr 1,0 mi, metokimonpamusn 2,0 MJI, IIPO3epuH
1,0 mn, Tuorpmazonun 4,0 MJI, geKcaJlTruH 2 MI,
cynpactud 1,0 Mi1 1o 2 pa3a B CYTKH.

JlaGopaTopHble mTaHHBIE TPU BBIITHCKE:
Ananu3 kpoBm obmwuit: Hb — 95 r/m; Dp —
3,3x 10"?/1; COB — 24 mm/49ac; 2 — 1; m—5; ¢ —

79; 1 — 11; m — 4. BumpyouH KpoBr — 7,5 MMOJIB/IT;
AnAT — 0,14 mmons/m; AcAT — 0,44 MMob/m;
KpeaTWHUH KPOBU — 65 MMOJIb/JT; OOIINIA OeJTOK —
58,0 MMOB/T; MOYeBMHA KpoBU — 4,3 MMOJIb/;
IITHU — 95%; dubpunoren — 3,77 r/n.

AHaJn3 MOYM OOIINH: OTHOCHUTENIbHAS TII0T-
HOCTh — 1010; 6em0Kk — 0,066 T/71; caxap — OoTpH-
LaTeIbHBIN; peakuus KUcaasl, SIATEeINIA TNIOCKU —
7—8 B 1/3p; JAEHUKOUMUTH — 4—5 CKOIJICHUS B
1/3p; APOKKeBbIe TPUOKM +++.

OKI or 01.04.13: cuHycoBast TaxuKapaus,
YCC — 150 B munyty, HopMorpamma. Harpyska Ha
JIeBoe TIpeficepane, HapyllleHne KOPOHapHOTO KPo-
BOOOpAIIleHNs B pycjie BepXyIIedHO, 3aTHe00KO-
BOI CTEHKM JIEBOTO XXeTyIouKa.

OKI ot 02.04.13: cuHycoBast TaXxuKapaus,
YCC — 137 B MUHYTY, HOpMOIrpaMMa, Harpy3ka Ha
JIeBoe TIpeficepane, JIeBbIl XemynmodeK. Hapyirenue
KOPOHAPHOTO KPOBOOOPAIIIEHUS B BepXyIICTHON 1
3aHe00KOBOI CTEHKE JIEBOTO XeIyIoUKa.

OKI ot 04.04.13: cuHycoBast TaXxuKapaus,
YCC — 100 B MUHYTY; HOpMOIrpaMMa, Harpy3ka Ha
JIEBBIH XeynoueK, HapylleHne MUTaHUs MIOKapIa
B TIepeIHEeBEePXyIIeYHOH, 3aTHEO0KOBOM CTECHKE Jie-
Boro xkenaymodka. [To cpaBaenuo ¢ 02.04.13 ymyu-
IIeHNe MUTaHUS MUOKapma B MepeTHeBepXylIey-
HOIf, OOKOBOI CTEHKE JIEBOTO XKeTyIoUKa.

B pesynbTaTe nedeHusI COCTOSIHUE OOJBHOM
CTaOMITM3NPOBAHO, PaHa 3aXKWIa TIEPBUIHBIM HATSI-
JKeHWeM, IIIBBI CHITBI U Ha AeBATHIe CYTKU TAIIMEeHT-
Ka BBITTMCaHa Ha aMOyJIaTOpHOE JICUeHUE.

B Hacrosiee Bpems, yepe3 2 rofia ociie ore-
panuu 0obHAasT HAXOOUTCS Ha TUCTIAaHCEPHOM y4e-
Te y ypoJjiora 1 HeBpoIiaToJjiora, naBamug I11 rpyr-
ITBI, TIEPUOIMIECKN HAOTIONAIOTCS MTPUCTYIIHI DTN~
JITICUH, IPUHUMAaET TIPOTUBOCYIOPOKHBIN TIperra-
paT KapbamazernH. COCTOSTHIEe OTHOCUTETHHO YIOB-
JIETBOPUTETHHOE.

BriBoapl

HeiipopubpomaTo3 — HacieacTBeHHOE 3a00-
JIeBaHNE, KOTOPOE MOXET COTIPOBOXIATHCS CITOH-
TaHHBIM Pa3pbIBOM ITOYKHU, MTOBOJBHO PEIKUM,
OTIACHBIM COCTOSHUEM, YTPOXKAIOIIUM XH3HU
0osbHOTO. JIMarHocTuKa cJoXHasi, 3a0ojieBaHue
MOXXEeT TpOoTeKaTh IMOJ MAacKOW pa3IMIHBIX CO-
CTOSIHUM, CUMYJIUPYSI KIMHUKY «OCTPOTO XKUBO-
Ta» M TpebyeT HACTOPOXEHHOCTU Bpadell BcexX
crieninanbpHocTel. JledeOHass TaKTHKaA 3aBUCUT OT
TSKECTU COCTOSTHUS MallMeHTa, CTEIIeHU KPOBO-
MOTEPH W JOBOJBHO YacTo TpeOyeT aKTHUBHBIX
NEeWCTBUI ypoJiora, XUpypra, THHEKOJIoTra, aHeCcTe-
3M0JI0Ta, TeMOoTpaHCc(hy3noora.
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Pedepar Summary

HENPO®IEPOMATO3. CIOHTAHHU I NEUROFIBROMATOSIS. SPONTANEOUS
PO3PUB MPABOI HUPKU ¥V MALIEHTKM RUPTURE OF THE RIGHT KIDNEY OF THE
24 POKIB (BUIIAJOK 3 TIPAKTUKMU) 24 YEAR OLD GIRL (CASE FROM PRACTICE)

C.B.Bepectenko, B.I.Anamaxa, C.A.KoHapesa, S.V. Berestenko, V.I. Alamaha, S.A. Konareva,

1.B.Kypuno-Huxonenko, B.B.ITneuyH, I.V. Zhurilo-Nikonenko, V.V. Plechun,

€.J1.Baxenina, H.B.bepectenko, E.L. Vazhenina, N.V. Berestenko,

O.B.ITanyenko, 10.}O.1lenenen A.V. Panchenko, Y.Y. Cepelev

YV po6oTi mogaHU# KIiHIYHUT BUIAIOK We present the clinical case of the treatment

JIIKyBaHHS MalieHTKU 24 pokKiB 3 HelipodiOpo- of patients 24 years old with neurofibromatosis
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MaTO30M, YCKIaAHEHNM CIIOHTAaHHUM PO3PUBOM
npaBoOi HUPKHU.

YV anaMHe3i: y Billi TphOX POKIB IAIliEHTKA
oTriepoBaHa 3 TIPUBOAY ACTPOIIUTOMM TOJOBHOTO
MO3KYy, a y 17-pidyHOMY — oIlepallis — KOMICYpOTO-
MisI aOpTaJIbHOTO KJIallaHa, a y 18-IiTHhoMY orepa-
mist Pocca (3amiHa YIIKOIKEHOTO a0OpTaJIbHOTO Kila-
MaHa BJIACHUM JIeTeHEBUM KJamaHoM). Y JIMIHi
2002 poky y obnacHiit ikapHi im. 1. I. Meunukosa
BCTAHOBJICHMI IiarHO3 — (paKoMaTo3, aHTiOMio-
JIImoMu 000X HUPOK, KicTa nmevyiHku. CTpaxnae Ha
E€MiJIETICIIO 3 TUTUHCTBA.

Ha tni moBHoro 3gopos’s 01.04.13. y mami-
€HTKU BUHUK OUIb Y KMBOTI, CJ1a0KIiCTh, 3aIITaMOPO-
YeHHs, MOTeMHiHHs B o4ax. [Ipu rocmitanizaiii y
JIKapHIO — CTaH BaxXKWH, IIKipa Ojiga, cyxa. Yacto-
Ta mTUXaHHS — 18 3a XBUJIMHY, 9acTOTa CepIeBUX
ckopodeHb — 120 3a XBUINHY, apTepialbHUN TUCK
60/40 MM pr.ct. KimiHika BHYTPIiIlTHBOI KPOBO-
Tedi — BUpaxkeHa aHeMis (reMorjioOiH KpPOBI —
120 MMoJBp/1T). XBOpa ypreHTHO IIMNTAIi30BaHa —
i Yac JanapoToMil BUSIBJIeHA reMaToMa 3 pO3pu-
BOM TIpaBOi HUPKH, sKa Oysia BHOaJieHa.

MaxkpomnpemnapaT: HUpKa po3mipom 14,5x9x
4,5 cM, TOBEepPXHS CBITJIO-KOpUYHEBa, 3 IpiOHUMU
XKOBTHUMH yTBOpeHHsIMU ngiamerpom Bim 0,3 mo
2,0 cM, 3 BEJIMKUM ITyXJIMHOIIOMIOHUM YTBOPEHHSIM
8,0x5,5x5,5 cM, 3 po3magoM, Ha po3pi3i TKAaHWHA
HUPKH CBITJIO-KOPUIHEBA 3 JKOBTUMU OKPYTITUMU
yTBOopeHHSIMU. [lyxnmHOMOmiOHI YTBOPEHHS Ha
pO3pi3i XKOBTO-KOPUIHEBOTO KOJHOPY 3 MiIsTHKA-
MU TEMHO-YE€PBOHOTO KOJIbOPY.

MixkpormnpemnapaT: y KyCOUKax 3 HUPKH € TTyX-
JIMHA 3 KITITUHHO-BOJIOKHUHHUX KOMIIJIEKCIB, PO3-
TalllOBAaHUX 0€3TOPSITHO, YTBOPIOIOUNX 3aBUXPEH -
HS Ta TMOAEKYIW BEJIUKY KiIbKICTh CYOIWH 3 TOB-
CTUMHU TiaJliIHOBUMU cTiHKaMu. [TapeHxiMa HUpKH
aTpodiuna. BucHOBOK: aHTiOHeBpMHOMA —
3a04YepeBUHHA TTyXJIMHA.

Karouosi caosa: HeiipodidpoMaTo3, HUPKA,
CTIOHTAHHUI PO3PUB.

Anpeca g JUCTYBaHHSA

C.B. bepecteHnko
E-mail: urologl @ukr.net

complicated with spontaneous rupture of the right
kidney.

The history: the age of three patient operated
on for a brain astrocytoma, in the age of 17 — the
operation — commissurotomy of the aortic valve in
the age of 18 — Ross procedure (replacement of a
damaged aortic valve own pulmonary valve). In July
2012 the Regional Hospital. Mechnikova
diagnosed — phakomatoses,angiomyoli pomas both
kidneys, liver cyst. Epilepsy since childhood.

Against the background of complete well-being
of the patient 01.04.2013 there abdominal pain,
weakness, dizziness, dark eyes. On admission to the
hospital in a serious condition, pale skin, dry skin.
Respiration rate — 18 per minute, heart rate —
120 per minute, the blood pressure — 60/40 mm
Hg. Art. Clinic of internal bleeding — severe anemia
(hemoglobin 81 g/L), white blood cells in the blood
40,6h109 / I urine diastase — 128 1U, creatinine of
blood — 120 mg/dL. The patient was urgently
operated on — discovered during laparotomy
retroperitoneal hematoma with rupture of the right
kidney that was removed.

Macropreparations: Kidney size 14,5x9x4,5 cm,
the surface is light brown, with small yellow
formations with a diameter of 0.3 to 2.0 cm, with a
large tumor formation 8,0x5,5x5,5 see, with the
collapse, the cut fabric bud light brown with yellow
rounded tumor. Tumor formation on the cut yellow-
brown with patches of dark red color.

Slides: in pieces of a tumor from a kidney
built of cell-fiber complexes located randomly,
forming eddies and somewhere mushy structure
polymorphism of cells, including a large number of
tumor vessels with thick hyaline walls. Atrophic
renal parenchyma. Conclusion: Angionevrinoma —
retroperitoneal tumor.

Keywords: neurofibromatosis, kidney,
spontaneous rupture.
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