HabntopeHus 13 npaktiku

[lopaxeHune nouyek npu Tybepo3HOM cknepoase:
XPOMOGDOBHBIM PAK, MHOXECTBEHHbIE KMCTbI MOYKM
M NOYEYHAS HEQOCTATOYHOCTL Y MOMIOAOIO NAUMEHTA

E.WN. NpokoneHko, B.B. ba3aes, B.A.CrenaHos, E.O. Lllep6akoBa,
A.B. BuHorpapgos, I0.B. lNaenoBa, N.A. KazaHueBa, T.B. MaBnoBa
r6y3 MO MockoBckuii 061aCcTHOV Hay4HO-UCC1e 40BAaTe1bCKNIA KITMHNYE CKNIi MUHCTUTYT

um. M.®. Bnagnmupckoro, Mockea

Kidney damage due to tuberous sclerosis complex:
chromophobe renal cell carcinoma, multiple renal cysts

and renal failure in young patient

E.l. Prokopenko, V.V. Basaev, V.A. Stepanov, E.O. Shcherbakova,
A.V. Vinogradov, J.V. Paviova, I.A. Kazantseva, T.V. Pavlova
M.F. Vladimirsky Moscow Regional Research Clinical Institute

Karoueswvie crosa: mybeposnviii ckaepos, nopascene nouex, Xponueckas 60431y nouex, 0nyxXoau nouxi, Xpomogpooneii pax

nouxu

B crarpe ommcan xpomogoOHBINH pak IOYKH M MHOKECTBEHHbBIE IIOUEUHBIE KHCTBI Y MAIlHEHTA MO-
AOAOTO BO3PACTa C TYOEPO3HBIM CKAEPO30M IIPH OTCYTCTBHH XaPAKTEPHBIX AAf AAHHOTO 3200A€BaHHA
MOPaKEHU! IEHTPAABHOI HEPBHOU CHCTEMBI U APYTHX OpraHoB. O0Cy>KAAFOTCA KAIOUEBBIE CHMIITOMBI,
BAPHAHTEI IOPAXKEHHA IT0YEK U NEPCIIEKTHBEI ACUEHUA TyOEPO3HOTO CKAEPO3a.

Article describes chromophobe renal cell carcinoma and multiple renal cysts in a young patient with
tuberous sclerosis complex in the absence of the typical for this disease central nervous system and other
organs lesions. Key symptoms of the disease, variants of renal damage and prospects for treatment are

discussed.
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Tybeposuetit ckaepos (TC), HaspiBaeMBIH TaKiKe
6oae3npro bypuesnaasa-IIpunraa, — remermueckoe 3a-
OoAeBanHye U3 TPYHIEL (HAKOMATO30B € AyTOCOMHO-AO-
MIHAHTHBIM THITOM HACA€AOBaHHA 1 gacToToi 1:6000
POMKACHHI, BCTPEUAIOIIEECs y IIPEACTABUTEACH BCex
pac u sramueckux rpymm [30]. Aas TC xapakrepro
Pa3BUTHE MHOKECTBCHHBIX TIAMAPTOM — OIYXOACIO-
AOOHBIX 0OpPAa30BAHHI, IPEACTABACHHBIX COUYETAHUEM
PASAMYHBIX HEIIPOIOPILIMOHAABHO PA3BUTHIX, 3aACP-
JKABIIIIXCA B CBOCH AM(depeHInpoBKe KOMIOHEHTOB
COOTBETCTBYIOIINX OpraHoB n TKamei. Haspamme 6o-
Aesan (TC) cBA3anO € TEM, UTO IIpH paspese B KOpeE ro-
AOBHOTO MO3Ia 9aCTO OOHAPY/KHUBAIOTCA TPHOOBUAHBIE
OITYXOAEBHAHBIE OOpPa30BAHMA, AU TyOepch (Oyrper).
Tpmapa Poxra, HAOAFOAAFOIIAACA IIPH KAACCHYECKOM

dopme TC, Brarouaer aHrmoguOPOMBI ANIIA, HHTEA-
AEKTYaAbHbBIC HAPYIIEHHA U SIHACICHIO, OAHAKO IIPH
9TOM 3200AEBAHNHE MOTYT HOPAKATHCA AFOOBIE OpPIaHbI
n cucremsl (koxa, [IHC, opran spenus, moukn, cepane,
ACTKHE, OIIOPHO-ABHTATEABHAS W SHAOKPUHHAA CHCTE-
Mer). [ToMuMO KAaccmueckoi (DOPMBI, BEIACAAFOT TaK-
€ IICUXOHEBPOAOTHYECKYIO, KOKHYIO M AHKBOPHYIO,
KOTA Ha IICPBBIH ITAQH BBIXOAAT CHMIITOMBEI AMKBOPHOM
runeprensnu [4].

Hanboaee wactro TC manmdectupyer HeBpOAOTH-
geckumu cumrrromamn: y 90% marmeHToB HabOAOAA-
FOTCAl CYAOPOTH, Y IOAOBUHBI MMEFOTCA KOTHHTHBHbIE
paccTpOIiCTBa, ayTH3M HAM APYTHE HAPYIIEHHA IIO-
seaeHms [2]. Ilopaxenue modex ABAAETCA BTOPHIM IO
vacrore npoasaenuem TC. Crermdundaeckoe aaa TC
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HOPAKEHHE ACTKAX — AUM(DAHTHOACHOMIOMATO3 — OO-
A€e XapaKTEPHO AAfl JKEHINUH U BCTPEYACTCH IPUMEpP-
0 v 35% manumentok. I'opazpo pexe (B 2% caydaes)
HADATOAAETCA €IIle OAWH BAPHAHT ACTOYHOIO ITOpaKe-
muA npn TC — MyAbTHQOKAABHAS MHKPOHOAYAAPHAS
runepraasus maesMonntos [27]. Heobxoaumo orme-
THTb, YTO BCE TPHU COCTaBAMONIHX TpHaAbl Poxra Ha-
Oaroaarorcea Menee geM y 40% Goapasix TC [12]. Hacts
IAIHECHTOB C OTHOCHTEABHO HETHKCABIM TCICHUIEM 3a-
OOAEBAHIA AOCTHIAIOT B3POCAOIO BO3pacTa Oe3 CyAo-
POKHOIO CHHAPOMA U KOTHUTUBHBIX HAPYIICHHH.
[Narorenes TC craa 6oAee TOHATHBIM IIOCAE OTKPBI-
taa B 1990—x ropax AByx «BuHOBHBIX» reHOB — [SCT
[40] m TSC2 [17], koanpyrornux OeAKHM raMapTuH H Ty-
Oepun. B kaerxkax atm OeAkHm 0OpasyroT KOMIIACKC,
koToperii marHOHpyer mTOR (mammalian target of
rapamycin) CATHAABHBIIN IIyTh, OTBEYAFOIIUH 32 KACTOY-
HBEIH pocT u npoaudeparuro [37], mosToMy MyTanun
TSCT u TSC2 pacTopMaKuBAaIOT OIYXOAEBBIH POCT.
B macrosmiee Bpema AOCTYIIHOCTD I€HETHYECKOTO aHa-
AU32 IIO3BOAACT IIOATBEPKAATH AHarHo3 TC y B3pocABIX
IIAIIHEHTOB, HE MMEIOIIUX CYAOPOKHOIO CHHAPOMA
U HapyIeHni nHTeAAeKTa. OIIMCaHa CBA3D OIPEACACH-
HBIX CUMITOMOB ¢ regotunom 1SC2, OAHAKO HA HHAU-
BHAYAABHBIH (DEHOTHII MOKET BAUATH MHOKECTBO (hak-
TOPOB, IIO3TOMY IIPEACKA3BIBATH IOSABACHHE TEX HAH
MHBIX KAUHIYIECKUX IIPOABACHUI OOAE3HN HAa OCHOBA-
HHUU AaHHBIX FCHOTI/IHI/IPOB’&HI/IH AOCTATOYHO CAOKHO.
boaee toro, y 10-15% 6oapubrx TC He 0OHapyxuBaCT-
s m3sectHerx myTarui B 1SCT u TSC2 |23, 34].
[TocAeAOBaTEABHOCTD BOBHUKHOBEHHA ~KAHHIYE-
cxkux cumirroMos TC mMeer BO3pacTHEIE 3aKOHOMEPHO-
cru: HanmOoAee paHHEH MaHudecTanueid 3a00AeBaHNSA
ABASITOTCA PAOAOMHOMBI CEPAIIA (MHOTAQ OHH AHATHO-
CTUPYIOTCA Aaxke V TA0Aa) [42]. Cyaoporu B coueTanuu
C KOPTHUKAABHBIMHE TyOEpCaMU U CYOIIIEHAMMAABHBIMI
Y3AAMU YAIIE BCETO HMOABAAIOTCA B MAAACHYIECKOM BO3-
pacre. CyOameHAMMAABHEIE Y3ABI HEPEAKO Tpancdop-
MHPYIOTCSI B THTAHTOKACTOYHYIO aCTPOIHTOMY, IIO-
9TOMY AAfl CBOEBPEMEHHOTO XUPYPIHYECKOTO ACUCHISA
y OOABHBIX ACTEH PEKOMEHAYCTCA IIPOBOAUTDH B AMHA-
MUKE HEHPOPAAHOAOIUYECKIE NCCACAOBAHUSA HE PEIKE
1 pasa B roa [1]. PasHooOpasmbie KOMKHBIE ITPOABAE-
Hus (THITOIUIMEHTHBIC IIATHA, aHTHO(MHOPOMEL AHIIA,
VUACTKH «IIIATPEHEBOI KOMKI», OKOAOHOITeBbIe -
Opomsbl, GUOPO3HEIE OAAIIKH) BO3HHKAIOT B AOIIIKOAD-
HOM U IIKOABHOM BO3PACTE, XOTS HHOIAA BCTPEUAIOTCH
1 Y HOBOPOKAEHHEIX [3, 29]. K THIIYHBIM TPOABAECHH-
am TC oTHOCATCA TAK/KE MEAKOIIATHUCTAA ACHKOAEPMA,
IATHA IBETA «KO(PE C MOAOKOM», aTpODUIHEIE IIATHA,
(pHOPOSITUTEANAABHBIE OIYXOAH KOMKH H CAH3HCTBIX
0DOAOYEK PASANYHON AOKAAMBAIIUM, IIOAKOKHBIC
y3/\BI, «BUHHDBIC» I'CMAHTUOMBI, YACTUYHBIN a/\B6I/IHI/I3M
U Y9aCTKH ACHHTMEHTHPOBAHHBIX BOAOC (ITOAHMO3HC),
TpodUUeCcKHe M3MEHEHHA HOITEBBIX ITAACTUHOK, (-
Opomarosnas rurrepraasud AcceH [24]. [loueunsie an-
THOMHOANIIOMEI TIOABAAIOTCSA OOBIMHO B IIyOEPTATHOM
HEpHOAE. AHTHOMUIOAHIIOMBI ITPEACTABAAIOT COOOIT AO-
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OPOKAYECTBEHHbIC OIIYXOAH, COCTOSAIIIE U3 TOHKOCTCH-
HBIX COCYAOB, TAGAKHX MBIIII] U KUPOBOH TKAHH, IIPH
9TOM COOTHOILICHHE PASAUYHEIX JIACMCHTOB B OIIYXOAH
MOKET OBITh HEOAMHAKOBBIM. CACAYET MMETH B BHAY,
910 y pAAa 60AbHEIX TC 1moueynas TKaHb, KOTOPAA BbI-
rAAAUT HOpMaApHO npu Y3U u perrrenorpaduu, co-
AEP/KHUT MHUKPOCKOIIMYECKHE AHTHOMHOAUIIOMBI U KH-
CTBI, BBUABASIFOINNCCS TOABKO IIPH MOP(POAOIIICCKOM
HMCCACAOBAHUIL.

Yacrora nopaxenus rmouek pu TC cocTaBafeT OKO-
Ao 70% [9, 31, 41]. Ilarorornveckue M3MEHEHUA IIO-
9eIHOMN TKAHN ¥ OOABHEIX TC BKAIOYAIOT AHTHOMIOAH-
moMsl (56-85% OoAbHEIX), moueunbie KUCTH (28-45%0)
u, pexxe, KapIHOMH (2,6-4,2%) [7, 9, 31, 34, 41]. Menee
gem y 2% Ooapubix TC pasBuBaeTcsl ITOAMKICTO3HASA
Ooaesup mogek [15]. MHOKeCTBEHHBIE 1 ABYCTOPOHHIE
AHTHOMHOANIIOMBI XapakTepHbl uMeHHO AAf TC, B TO
BpeMA KAK CIIOPAAHYCCKIE AHTMOMHOAUIIOMBI OBIBAIOT
YaIre BCEro eAMHIIHBIMU B OAHOCTOpOHHEMI |[5]. [To-
YEYHBIC KUCTHI M AHTHOMUOAHIIOMBI BEI3BIBAIOT XPOHH-
geckyro 0oaesub nodek (XbII), mopaxkarormyio B Mupe
IIPHMEPHO OAUMH MuAAMOH narenTos ¢ TC [16].

AHITTOMHOANIIOMBI  OOABIIIOTO  pasmepa  (AHaMe-
TpoM OoAaee 4 CM) aCCOLMHPOBAHBL C BBICOKUM PUCKOM
CITOHTAHHBIX KPOBOTEUEHHH, ITOCKOABKY H3 COCYAHU-
CTOTO KOMIIOHEHTA OOABIINX AHIMOMHOAHIIOM HYACTO
opMHEPYIOTCA aHEBPU3MEI, CKAOHHBIC K Pa3PbIBAM.
Puck remopparmaeckux ocAoxHeHui y 60ApHBIX TC
¢ aHrHOMHOAMIIOMAMH cocTaBaser 25-50% [26]. ¥V 20-
30% OGoabHBIX Ha (DOHE KPOBOTEUCHHI pa3BUBACTCA
IEMOPPATHYECKUI IIIOK, X TAKHE [IAITUEHTHI HYKAAIOTCA
B peaHuMarmoHHOH romornu. C IeABIO IIPEAOTBpAIIie-
HUA KPOBOTEYEHHI OOABINHE AHIMOAHUIIOMBI AOAKHBI
VAQAATBCA, MOMKET TAKKE IIPOH3BOAUTBCA KaTeTepHAS
SMOOAMBALINS COCYAOB OIYXOAM, YTO IIO3BOASET CO-
XPAHHUTh IIOYCUHYIO IAPCHXUMY U H30ekaTh HEPIK-
tomun (14, 20]. MuOrAa Ipu pasBUTHU YIPOKAFOIINAX
’KU3HNI KPOBOTEYEHUI ITOUKy BCE TAKHM IIPHXOAHTCA
yAaAATE. B Amrepatype mmeercs OIHCaHUE IIOCACAOBA-
TEABHOH IIPaBOCTOPOHHEH 1 AEBOCTOPOHHEN HedPIK-
Tomun y 00AbHOTO ¢ TC B aHTHOMHOAUIIOMAME H3-32
ITOBTOPHBIX MACCHBHBIX 320PIOIIHHHBIX KPOBOTCUCHUH
U YCIIEIITHOH aAAOTPAHCIIAAHTAIINM ITOUKH (Oe3 IIpeA-
BAPHTEABHOIO AedeHUs Anaan3om) [10].

Coamanrie obpaszosanus B moukax mpu TC warme
BCErO IIPEACTABAAIOT COOOI OEAHBIE KIPOM AHTHOMH-
OAHIIOMBI, HO MOIYT TAK/KE BCTPEYATHCA OHKOIIMTOMBI
(AOOpOKAYECTBEHHBIE OIIYXOAH) H ITOYETHOKAETOU-
HEIC KAPIUHOMBL JacToTa IIOYEYHOKACTOYHOIO paka
y 60oabmbIx TC cocraasger menee 2%. [Tpn oOpranoit
OKPACKE IEMATOKCHANHOM H 303MHOM 3IIUTEATOHAHEII
BAPUAHT AHTHOMHOAUIIOMBI OYCHb IIOXOXK HA I10YCY-
HOKAETOYHBIH PaK, 03TOMY AA A DEPEHITHAABHOH
AUATHOCTHKH 3THX OIYXOACH IPHMEHAIOTCS HMMYHO-
THCTOXMMUYECKHE HCCACAOBAHUA, HAIIPABACHHEIC HA
soraBAcHne HMB-45 1 meaannma A — mapkepos anru-
OMHOAHIIOMBL. B peakux caydasax y maruentos ¢ TC
OAHOBPEMEHHO BBIABASFOTCA AHIMOMHOAHMIIOMBI U IIO-
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YCYHOKACTOYHEIH PAK, IIPH 9TOM KAPI[HHOMBI MOIYT
HAXOAUTBCA AQKE BHYTPU OOABIINX aHTHOMUOAHIIOM
[22]. Ilpu TC omucano OAHOBPEMEHHOE OOHAPYKCHIE
B VAAACHHOI ITOYKE ABYX I'HCTOAOTHYECCKU PA3ANYHBIX
THITOB Paka W MHOKECTBEHHBIX aHTHOMHOAHIIOM [25].
OcoGernnocrpro TC ABAAIETCA BOSMOKHOCTD Pa3BUTHUA
[IOYEIHOKAECTOYHOTO PaKa (B COYETAHHH C aHTHOMHUO-
AMIIOMAMH HAM O€3 HHX) yKe B ACTCKOM Bospacre [6].

OAHHEM U3 BApPUAHTOB OIYXOACH IIOYKH y OOAB-
nbix TC aBaderca xpomodobHbIH pak. XpomodobHasd
KAPLIMHOMA IIOYKU ABASICTCA AOCTATOYHO PEAKOH OIIy-
XOABIO — €€ YaCTOTA COCTAaBAAET BCETO 5% BCEX aIIUTe-
AMAABHBIX IIOYCYHBIX OIYXOACH. CpeAHMIT BO3PACT Ima-
LIHEHTOB C XPOMO(OOHBIM IIOYECIHOKACTOIHBIM PAKOM
oukn cocraBafer okoao 00 aer [32]. OmyxoAb umeer
OCIKEBYIO, CBETAO-KEATYIO HAU KOPHYHEBATYIO OKpa-
CKy Ha paspese, IEPEXOAAIIYIO B CBETAO-CEPYIO ITOCAE
dukcannn HOPMAAHHOM, U IIPEACTABACHA OOBIYHO
KPYIIHBIMH, XOPOIIIO OYEPUYCHHBIMU ITOAUTOHAABHBIME
KACTKAME C OACAHON [ITOIIAA3MOM, HAITOMUHAFOIIIMU
pacrureAbHble. AAHHBIC KACTKH HEPEAKO UCPEAYIOTCH
¢ DoAee MEAKHMH KAETKAMH C IPaHYAAPHON 903MHO-
puapHOR HUTOIAA3MOH. DO3SHHOMUABHBINA BAPHAHT
XpoMOGOOHOI KAPIITHOMBI IIEAUKOM COCTOHT U3 203H-
HOPUABHEIX KAeTOK. OcobeHHOCTAME XpOMODOOHOTO
paka ABASIOTCA CAA0OE OKPAIIHBAHUE I[HTOIIAA3MEL Ie-
MATOKCUAUHOM U 903UHOM, CA20as PeaKIlii Ha PEaKTHB
[ da, nareHCHBHOE OKpAITHBAHIE PEAKTHBOM X eli-
A2 (KOAAOHAHOE 3KEAE30), OOHAPYKEHUE MUKPOBE3HKYA
IIPH 9ACKTPOHHOI MUKPOCKOIIHH, ITOAOKHTCABHBIN pe-
3YABTAT MMMYHOIHCTOXHMHIYECKOIO HCCACAOBAHHS HA
IUTOKEPATHH M OTPHIATEABHBI — Ha BuMeHTHH [38].
Cumrraercs, ITO IIOCAEOIEPAIINOHHBIN ITPOTHO3 AAS TTa-
LIHEHTOB C XPOMO(OOHBIM PAKOM ITOYKU CYIIECTBEHHO
AyHIIIE, YeM AASL DOABHBIX CO CBETAOKAECTOYHOH KapIu-
momott [11, 28]. B To ke Bpems, y 9acTH OOABHBIX MO-
IYT Pa3BUBATHCHA OTAAACHHBIC METACTA3BI CIIYCTA MHOTTIE
TOABI IIOCAE YAAAEHHA OIYXOAHU [30], 2 y IaIMeHTOB
¢ TC u ¢ cuapapomom bepra-Xorra-Apro0a OIecaHsl
MHOJKECTBEHHBIE 1 ABYCTOPOHHIE XpOMOMOOHBIE Kap-
nuHOMSI Houku [21].

Ao HeaaBHero Bpemenu Beactue manuertos ¢ TC 3a-
KAFOYAAOCD B TIIIATEABHOM HAOAFOACHHHM I CBOEBPEMEH-
HOM XUPYPIHYECKOM U ACPMATOAOTHYECKOM ACYCHUU,
HO CEHYAC MOABHANCH IIEPCIICKTHBBI TATOTCHETHIECKOH
Teparnuu. [T0CKOABKY MyTALIIH T€HOB — OITYXOACBBIX CY-
upeccopos TSCT n TSC2, umerortmecs y OOABIIIMHCTBA
60AbHBIX TC, IPUBOAAT K IMIIEPAKTHBAIINN BHYTPHKAC-
togroro mTOR-3aBUCHMOro CUrHAABHOIO IIyTH, ITPEIIa-
parsr — naruburoper mTOR (cupoanmyc, sBepoanmyc)
MOIYT OBITh IIEPCIIEKTHBHBIMU CPEACTBAMH TAPIETHON
teparmu y marentos ¢ TC. [Tokasana adpdexrusrocts
3BEPOANMYCA B ACUCHHUHU CYOIEHAMMAABHBEIX THIAHTO-
kaerounsx actporrom npu TC [18], mostomy mpe-
mapat yixe oAo0per B CIIA u MHOrHX eBpOIEHCKHX
CTPAaHAX AAfl ACYEHHA IAIIHEHTOB C CyO3IIEHAMMAABHbI-
MU TUTAHTOKACTOYHBIMU ACTPOLINTOMAMH, aCCOLIHUPO-
BarubMu ¢ TC. Vmerorest AaHHBIE O KAMHHYECKOI a¢p-
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dexrusrocTu nurndouropos MTOR 1 mpu movedHerx
AHTHOMUOAUIIOMAX, SIIMACIICHH, KOKHBIX ITOPAKEHIX,
pabaomuOMe cepAtia, accormuposanusix ¢ TC [8, 13, 18,
39]. Osxuparorcs pe3yAbTaThI IIEAOTO PAAA KAHHHYECKUX
nccaeaoBanuii maruOHTOpoB MTOR 1py pasamdnbx
KAHHIYECKHX IIpofBAcHEAX TC, KOTOpBIE IIO3BOAAT HO-
Aee 9ETKO c(DOPMYAHPOBATD ITOKA3aHHUA K IIPIMEHEHUIO
IIPEIAPATOB AAHHOH Ipymmbl. VI3BecTHO Tawke, 9TO He-
AQBHO 9BEPOAHMYC BOILICA B APCEHAA CPEACTB TAPIETHOTO
ACUEHMS PACIIPOCTPAHEHHOIO U/ MAHM METACTATUYECKOIO
IIOYECYHOKACTOYHOrO paka 1pu Hed(EKTHBHOCTH aH-
THAHTHOTEHHOH Teparmu. Takum oOpasom, IpH pasBH-
THH MHOKECTBCHHOIO paka moduek y 0oapHbx ¢ TC mpu-
merenue narnburopos mTOR ocobeHHO orpaBAaHo.

HeaaBno rpymrmoii crrermaancros ObIAE pa3pabo-
TAaHBI PEKOMEHAAIINHU 10 BEACHHIO DOABHBIX C IIOPaKE-
nuem nouek Ha ¢one TC [33]. Cpasy mocae ycraHOB-
Aerns Amaraosa TC pekomenayercs Boimoanenune Y3V
OpIOIIHOI IIOAOCTH U OIIPEACACHHE YPOBHS CBHIBOPO-
TOYHOTO KPEATHHUHA. DTH HCCACAOBAHHSA IOBTOPAIOT-
¢ B AaabHerinieM He pexke 1 pasa B 3-5 aer, ecan npu
HIEPBUYHOM OOCACAOBAHUH HE OBIAO BBIABACHO IIATOAO-
rmgeckux uameneHuil. [Tocae aoctmxenua 20-aeTaero
BO3PACTA CIICLMAAMCTAME IIPEAAATACTCA IIPOBOAHUTH
MYABTHCIHPAABHYIO ~KOMITBIOTEPHYIO — TOMOIPaHIO
(MCKT) @AM MATHHTHO-PE3OHAHCHYIO TOMOIpaduio
(MPT) modgek, TOCKOABKY AAHHBIE METOABI IIO3BOASAIOT
foAee TOYHO BBIABAATH M MOHHTOPHUPOBATH AHTHOMU-
oAnttomsl. broricus 00beMHOr0 0OPa3OBAHUA ITOYKH
00CYKAAETCA B CAyYaE IIOABACHHA KAABIIH(PUKATOB,
LIEHTPAABHOIO HEKPO3a HAH OBICTPOIO POCTA OIIYXOAML
CxkpuHuHr  AEMDAHIIOACHOMIOMATO32  ITPOBOAHTCH
¢ momorpro MCKT Aerkux y senmn ¢ TC B Bospacre
or 18 Ao 30-40 aer. Ilpu paspsiBe aHITOMHOAHIIOMBI
C KPOBOTEYCHHEM ACUECHHEM IIEPBON AMHHN CUHTACT-
¢ smboAmsanus. becCHMIITOMHBIC AHTTTOMHOAHITOMBL
C BBICOKHM PHCKOM PasBUTHA KPOBOTedeHH:A (pasMmep
6oaee 80 MM, ITPEOOAAAAFOIIIHI COCYAUCTBINA KOMIIO-
HCHT, HAAMYHCE MUKPOAHEBPH3M) AOAKHBI IIOABEPIraTh-
cA TPEBEHTUBHOMY ACUEHHIO — IIPEAIIOYTHTEABHO,
C IIOMOIIIBIO SMOOAH3AIHY. B peKoMEHAAIIIAX YKA3HI-
Baercd, 9T0 poAb uHrunouTopoB mTOR B acgenun TC
IIOKa OKOHYATEABHO He orpeAeseHa [33].

Beaerne marueHTOB € HOpPAKEHUEM IIOYCK B PaM-
kax TC AOAKHO COOTBETCTBOBATH IIPHHITUIIAM ACUCHIS
6oApHbIX ¢ XBI1, 0OCHOBHOII IEABIO KOTOPOTO ABAACTCA
MAKCHMAABHO BO3MOMKHOE COXPAHEHIE MACCHI ACIHCTBY-
FOIIX HE(POHOB M OTAAAEHHE CPOKOB HACTYIIACHIS
TEPMUHAABHON CTAAUU XPOHUYECKOH ITOUYECUHON HEAO-
CTATOYHOCTH. B 9TOM ITAaHE OYeHDb BaiKHA AACKBATHAS
KOPPEKIUA APTEPUAABHOHN THIICPTCH3UM, 3HAYHMBIM
cpakropom pucka xotopoii y maruenTos ¢ TC asaser-
¢ maamane nodevnsx kuct [16]. IIpemaparsr Berbopa
B ACUCHUU apTepuaAbHON runeprensun mpu TC — uu-
THOUTOPHI AHIMOTEH3HHIIPEBPAINAONIEro (hepMeHTa
u 6A0KaTopsl penenrtopos anruotensuna 1. Tlpu pas-
Burul 1A10# craann XbBIT y 6oapupix TC Bo3MokHA
JCIEIIHAA TPAHCIIAAQHTAIINN IIOYKH, OAHAKO CACAYET
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IIOMHHUTb O BO3MOMKHOCTU IIPOIPECCUPOBAHUA OPIraH-
HBIX IIOPA/KEHNIT, CBA3AHHBIX C OCHOBHBIM 3200ACBAHM-
€M, U IIOBBIIICHHOM OHKOAormueckoM pucke [10, 35].
AAf IIPEAOTBPAIICHHA OIYXOAEBOrO pocra Ha hoHe
HMMMYHOCYIIPECCHH  PEKOMEHAYETCA  OAHOBPEMEHHO
C TPAHCIIAQHTAIIHCH BBITOAHATD YAAACHHE COOCTBEH-
HBIX 1o4ek. Kpome Toro, B cxemy MMMyHOCyIIpeccHB-
HOI TEPAIHN IIOCAE TPAHCIIAAHTAIIIMH IIOYKH IIEAECOO-
OpasHo BkArouarh nHrnOnTOpel MTOR, 0OAasarommne
nu I/IMMYHOCYHPCCCI/IBHBIM, " HpOTHBOOHYXOACBbIM ACH-
crBueM [19].

[TpeacTaBafem coOCTBEHHOE HADAFOACHHE ITAIHEH-
Ta ¢ TC 1 OIyXOABIO TIOYKH, § KOTOPOTO AHATHO3 OBIA
YCTaHOBACH B Bo3pacte 26 A€T.

Bboarnoii K., 1987 r.p., B pannem AercTBe pasBu-
BAACA HOPMAABHO (DPH3MYECKM M HHTEAACKTYAABHO.
B Bospacre 1,5 aer (centabpn 1988 r.) oaHOKpaTHO Ha-
OAFOAAAUCH CAOKHBIE (POKAABHBIE CYAOPO/KHBIE ITPHU-
crymbl Ha (hOHE AUZCHTEPUH, B IIOCACAYIOIIEM CYAOPOT
ne 6b1r0. C 1994 1. mavarn popMHPOBATBCH YIACTKH
H3MEHEHUS KOKHBIX ITOKPOBOB IIO THIIY (ILIAIPECHEBOI
KOxKm», 2 B 1996 1. TOSBUAOCH TUITOIIUIMEHTHOE IATHO
Ha IIepeAneii opromuoii crenke. B 11-aetaem Bospac-
te (B 1998 r.) Aedmacsa CcTalMOHAPHO IIO IIOBOAY XpO-
HHYECKOTO TIaCTPOAYOAEHHTA B CT. oOocrpenns. [Ipu
OOCAEAOBAHNHU APTEPUAABHON THIIEPTEH3UH, ITATOAO-
THYECKAX M3MECHECHHN B KAUHHIYCCKOM AHAAH3E KPOBH
1 OOIIleM aHAANM3E MOYHM HE BBIABACHO, YPOBEHD Kpea-
THHHHA CBIBOPOTKU COCTABAAA 77 MKMOAB /A ITpm akc-
KPETOpHOM yporpaduu ObIA OOHAPYAKEH TOABKO AEBO-
CTOPOHHUH HedPOIITOS.

B 2003 r., 8 Bo3pacre 17 Aer, HAIIHEHT IIO ITOBOAY
HOIOIIHIX DOAEH B KMBOTE ITOCTYIIMA B XUPYPIHICCKII
craroHap. B pesyAbraTe KOMIIAGKCHOTO OOCAEAOBA-
HUA OBIA YCTAHOBAEH KAMHIYECKHE AMATHO3: TPBIKA
IIUIIEBOAHOrO otBeperus Amadparmer. Heaocrarou-
HOCTb 3aMBIKATEABHON (byHKImH KapAuu. ['actposso-
cpareansnasn pedarokcnan 6oaesus I cr. ¢ kammIge-
CKHMH IIPOABACHHAMH. AMCIAA3UA COCAHHUTEABHOM
TKaHH. XPOHMYCCKHI IaCTPUT. XPOHHYCCKUI IacTPO-
AYOAEHHT B cTaAun pemmuccun. Hapymenus mpoBoan-
MocTH (cuHOaTpumaAbHasA OAOKapa I cremenm), gacras
KEAYAOUKOBas akcTpacucroans. [Ipoaaric murpasbmo-
ro KAaaHa. PacpoCTpaHEHHBI OCTEOXOHAPO3 C TIpe-
HMYITIECTBEHHBIM ITOPAKEHHEM IIEHHOro oTAeAa. [1po-
AOABHO-TIOIIEPEYHOE IIAOCKOCTOIINE IIPABOI  CTOIIBI
II cr. u AeBoit cromer I cr. Muonus caaboit crerenu,
AHTHOIATUA CETYATKH. XPOHHYECKUI ITHEeAOHEDPHT,
cr. pemuccun. [Ineroakrasns crrpasa.

Vposers AA 6bia HopmaabasM — 120/70 mm pr.cr.
AaHHBIE KAMHHYECKOIO aHAAM3a KPOBH, OOIIErO aHa-
AM32 MOYH, OMOXMMHYECKOIO HMCCACAOBAHUA KPOBH
— B IIPEAEAAX HOPMAABHBIX sHaveHni. ModeBuHA CBHI-
Bopotku 4,8 MMOAB/A, KpeaTHHHH — 85 MKMOAB/A.
[Ipun V3M modek OTMEYEHO HEKOTOPOE YTOAILICHIE
IIAPEHXUMBI AEBOM ITOUKH, IIOBBHIIIEHHE €€ 3XOI€HHO-
CTH, PACIIHPEHHE OTACABHBIX YAIIICYUCK, YTO PACIICHE-
HO KaK IIPOABACHIE XpOHIYecKoro rmmeAoHedpurta. [To
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AQHHBIM 9KCKPETOPHOM yporpadpuu MOYKH OBIAH HOP-
MAaABHBIX Pa3MEPOB, BHIACACHHE KOHTPACTHOTO BEIIe-
CTBA HAYHHAAOCH CBOeBpeMeHHO. CIIpaBa OTMEYAAOCH
HE3HAYNTECABHON PACIIIPEHHC JAIICYHO-AOXaHOUYHOMN
cucremsr (YAC), caesa YAC me Opira pacrmmpena.
VmeAnch KOCBEHHBIE IIPU3HAKA AODABOYHBIX COCYAOB
B ODAACTH AOXAHOYHO-MOYETOYHUKOBBIX CEIMEHTOB
¢ 0benx CTOpoH.

Toraa ke B CBA3U C U3MEHEHUAMH KOKU TIOSCHUY-
HOH OOAACTH IaIlMEeHT OBIA KOHCYABTHPOBAH A€p-
MATOAOTOM, KOTOPBIH AHMArHOCTHPOBAA «THTAHTCKUI
THITEPTPOPUUECKU, THITEPIAACTHYECKAN HEBYC IIO-
SCHIYHON 00AACTI», OBIAA BBITOAHCHA OUOTICUS — HC-
CCUCHUE KOKH THIICPIIAA3UPOBAHHBIX YIACTKOB C I'U-
CTOAOIMYECKUM  HMCCAEGAOBAHUEM.  PEKOMEHAOBAHO
HaOAIOACHHE § OHKOAOTA. K cOKaA€HHIO, AAHHBIC TH-
CTOAOTUYECKOTO HCCACAOBAHIA HE COXPAHUAKCH.

Becroii 2013 r. y martuenTa HOSBHACA AECKOMGOPT
B HIDKHHX OTACAAX KHUBOTA, ITO IIOBOAY Y€rO B HIOHE
2013 1. mpoBeaeHO aMOYAATOPHOE OOCAECAOBAHHE.
B kannmaeckom aHaAnse KpOBU MATOAOIMYECKUX H3ME-
HEHUI HE BBIABACHO. B 0brem anaanse Mmoun — GeAOK
0,24 1/ A, ocraabHbIe TOKa3aTeAn B Hopme. [Ipu Guoxn-
MHYECKOM HCCACAOBAHII CBIBOPOTKH KPOBH IIOAYYCHBI
HOPMAABHBIE IIOKA3aTEAH OOIIero OeAxa, aAbOyMHHa,
OuaupyOuma, Harpusd, kaaud, kaapnusd. OAHAKO OBIAO
BBIABACHO IIOBBIIIICHIE YPOBHA MOYEBON KHUCAOTBHI AO
449 mrMOAB/ A, kKpeatuHIHA — A0 140 MKMOAB/ A. Pac-
4eTHat CKOPOCTh KAyOOoukoBoil puabrpanuu (CK®)
cocrasuaa 56,5 ma/mun/ 1,73 k8. M (popmyaa MDRD),
n 59,3 ma/mun/1,73 k8. M (CKD-EPI), uro coorser-
c1ByeT xpoHmdeckoil 6oaesnn mouek (XDBII) craawmm
3a. Aannbie perrreHorpadun rpyAHON KAETKH OBIAH
B HopMe. [lpu V3M nouex 26.06.2013 r. ycranoBaeHO
CACAYIOIIIEE: IIPaBafd II0YKA BBITASAUT OOBIYHO, 9XO-
CTPYKTypa OAHOPOAHASL C OOCHX CTOPOH, B PEXKUME
LIBETHOTO AYIIACKCHOTO KAPTUPOBAHIA COCYAUCTBIN PH-
CYHOK IIPOCACKHBAeTCA Be3Ae. IHAEKC pe3sncTHBHOCTH
(P) 0,63. KoHTYpBI ACBOI ITOYKH HEPOBHEIC I HEYCT-
kre. Her uérkoit audpdepennnposku crpykryp. HAC
ne pacmupena. B pexunmve IIAK cocyamcrsiit prcyrok
mnpocaexupaercss pparmentapuo. VP 0,64. Ilpu V3U
3aITOAO3PEHO HAAMYHE OOBEMHOIO 0OPA30BAHUA ACBOH
o4k, 110 110BoAy 4ero 28.06.13 r. Bemmoanena MCKT
OPIOIIHON IOAOCTH H 320PIOIIHHHOIO IIPOCTPAHCTBA
C B/B KOHTPACTHBIM YCHACHHEM.

MCKT-kapruna IedeHu, KEAYHOIO IY3BIPS, CEAe-
3CHKH, IIOAKCAYAOYIHOIH JKCAC3HE — O0€3 OTKAOHCHUI OT
HOpMbL. [IpaBast mouka BeIrAANT OObIYHO. AeBas OY-
Ka HECKOABKO yBEAHUeHA. B rmapeHxmMe AeBOH ITOUKH
B IIPOCKIIHN ITHPAMUAOK OIIPEACASIOTCH MHOMKCCTBCH-
HBIC YIACTKH HEOAHOPOAHO ITOBBIIICHHON ITAOTHOCTH
C YETKMMH HEPOBHBIMH KOHTYPaMH (KAABIIHHATEHI?).
B 3aaHeM 1 MEAHAABHOM OTAEAC ACBOIH IIOUKH OIIPEAC-
AAFOTCA OOPA30BAHUA pasMepaMu 5X6 MM KUAKOCTHON
IIAOTHOCTH, C YETKHMH POBHBIMH KOHTYPAMH, OAHO-
POAHOII CTPYKTYPBL, He HAKAIIAMBAIOIIIE KOHTPACTHBII
nperrapat. B HmKHEM ITOATOCE ACBOH IIOYKH B Aate-
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PAABHOM OTAEAE OIIPEACAAETCA OOPA3OBAHIE OKPYTAOH
(pOPMEI € YETKMMI POBHBIMH KOHTYPAMH OAHOPOAHOM
CTPYKTYpBI M IHAOTHOCTH pasmepamu 21x22x20 mm,
PABHOMEPHO HAKAIIAMBAIOINEE KOHTPACTHBII ITpEIrapaT
AHAAOTHYHO IOYeuHON mapenxmnme. OObeM 00paso-
Barus 0koA0 9 cv’. YAC obenx modvek He paciumpe-
mpl. O0€ IOYKH HAKAITAMBAFOT M BBHIAGAAFOT KOHTPACT
CBOEBPEMEHHO M OAHOBpemeHHO. Ilapamedpaspnas
KAETYATKA M COCYAHCTBIE HOKKU AH(DDEPEHITIPOBAHEL
¢ 0benx ctopoH. Anm@arTiaecKue y3AB HE YBEAUYEHEL.
AopTa U HIKHAA MOAasA BEHA — O€3 MaTOAOTHH. 3aKAIO-
gyenne: KT-npusnakn 00bEMHOTO 0Opa3oBaHHA AEBOI
IIOYKH, KUCT A€BOH IIOYKH, MHOKECTBEHHBIX KAABITHHA-
TOB AeBOH 1o9kH (puc. 1).

B CBA3SH C BBISIBACHHBIMH B ITOYKaX HM3MCHCHHUAMI
U CHIDKEHHEM IIOYEYHOH (PYHKIIHM ITAIINEHT AETOM
2013 1. (B BO3pacte 26 AeT) OOpaTHACH HEHTP TPaHC-
maagTanuu u Anasmsa MOHWKIM uvm. M.®. Baaan-
mupckoro. Ilpu ocmorpe cocrosinme GOABHOIO YAOB-
AeTBOpHTEABHOE. VIHTEAAEKTYAABHBIX HAPYINEHUH HET
(paboraer MeHEAKEPOM B KPyIHON koMianun). Pusn-
YecKn pasBUT Xoporno, poct 186 cm, macca teaa 80 kr.
Ha xoxe uBOTA MMEIOTCA THIIOIMIMEHTHBIE IIATHA,
a Ha KOKE CIIMHBI — HECKOABKO OAAIIIEK DOABIIION ITAO-
ITAAW IIBETA HOPMAABHOI KOKH, CAETKA BO3BBIIIAFOIIIN-
ecd HaA YPOBHEM KOMKH, C THCHEHON ITOBEPXHOCTBIO
THIIA «KOKYPBI AIIEABCHHA» (COCAUHHTEABHOTKAHHBIE
Hesychl) (puc. 2). Ha maApmax crorr — OKOAOHOTTEBBIE
ubpomsr nau onyxoan Kenena (puc. 3).

B ocraapmoM mpum  dusmueckoM  0OCAEAOBaA-
mun marocormu He BeimBAcHo. UCC 72 B mumH, AA
125/80 mm pr.cr. ITpn Geceae ¢ MaTeppro GOABHOTO Bbi-
ACHHUAOCH, ITO KOKHBIC H3MCHCHUSA, IIOAODHEIC OOHA-
PYKEHHBIM Y ITAIINEHTA, UIMEANCD Y €0 OTIIA, KOTOPBIH
AAUTEABHOE BPEMsA KHUBET OTACABHO OT cembu. Y3,
BBIIIOAHEHHOE B IIEHTPE TPAHCIIAAHTAIIMN U AHAAU3A,
IIOATBEPAMAO HAAHYHE OOBEMHOIO OOPa30BAHHA, KAAD-
IIMHATOB, M KUCT A€BOH 1Touku (puc. 4, 5).

Ha ocrnoBarnn 0OHApPYKEHHBIX XapaKTEPHBIX H3Me-
HCHUH KOYKH, CCMCHHOTO AHAMHE32, 4 TAKKC HAAMIHUSA
MHOZKECTBEHHBIX KHCT H OOBEMHOTO 00Pa30BAHMSA I10Y-
K y 20-A€THETO ITAINEHTA, 3aIIOAO3PCH TyOEpPO3HBIH
ckAepo3. PeKoMEHAOBAHO AOIOAHHTEABHOE OOCAEAO-
BAHME: KOHCYABTAITMA I€HETHKA, HEBPOAOTA, YPOAOTA —
C IIEABIO OIIPEACACHHA A€UEOHON TAKTHKH B OTHOIIIE-
HUH OOBEMHOIO OOPA30BAHHUA IIOYKH, XOATEPOBCKOE
mouuropupopanne DKI', cyrounoe MoHuTOpHpOBAHHE
AN, anrammaeckas HedpocrmuTurpadus.

[To pexomenpanuu ypoaora B okrsope 2013 r. ma-
IHEHT OBIA TOCHHTAAM3UPOBAH B  YPOAOTHYECKYIO
kananky MOHMKHW um. M.®. Baaaumupckoro aas
AOIIOAHHTEABHOTO 00CAEAOBaHMA 1 Acuenus. [ Tpu 00b-
EKTUBHOM OOCACAOBAHHM: OOINEE COCTOAHUE YAOBAET-
Bopureaproe. Orekos mer. AA 110/70 mm pr.cr. 2Ku-
BOT MATKHI, YMEPEHHO OOAE3HEHHBIH IIpU TAYOOKOM
HAABIIAITMN B IIPOEKIINHU A€BOM 1Toukw. [Toukn e mans-
mupyroTca. CHMIITOM IOKOAQUHBAHIA OTPUIIATEABHBIH
¢ obenx cropon. Auypes 2 a/cyr. B oprocrase caesa
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[IAABIIIPYIOTCS H3BUTHIC, PACIIHPCHHBIC BEHBI TPO3ABC-
BHAHOTO crAererna. OcMOTp per rectum: IpocTara He
yBEeAHYCHA, 0e300AC3HCHHA, KOHTYPEL POBHEIC, YCTKUE.
B obmem anaause moun Geaok 0,4 r/a. Kpearunun cor-
BopoTkH 149 MKMOAB/ A, MOUeBHHA — 7,8 MMOAB/ A.

DAEKTPOKAPAHOTPAMMA:  SKTOITMYECKUI  CPEAHMIT
npasonpeacepAnbit purM, YCC — 70-79 B mum. Hop-
MaAbHOE HAIIPABACHIUE DACKTPHICCKOH OcH cepAra. M3-
MEHEHHA MHOKapAa KeAYAOUKOB. [To aammemy CMAA
3APETUCTPHPOBAHA  AAOMABHAA — IIPEHMYILECTBEHHO
AMACTOAMYECKAS APTEPUAABHAA TUIIEPTEH3UA B HOYHOE
Bpems cyrok. Cyrounsiii putm AA He Hapymen. [Ipu
OKI-monmropupoBannu (23 1) perncrpuposasca Oa-
3oBpiil cunycossit purm ¢ UCC or 46 Ao 127 B Mum.
Cpeanss YCC 3a cyrku cocraBuaa 75 B MuH. Amarto-
CTUYECKN 3HAYMMBIX n3MeHenuii cerventa ST He 3ape-
THCTPHPOBAHO. BBIABACHDI HAPYIIEHIA PUTMA: ABE OAH-
HOYHBIC ITPEACCPAHBIC SKCTPACUCTOABI, OAUH SITH30A
IIAPHBIX IIPEACEPAHBIX 9KCTPACHCTOA.

Awmnamngeckas HedpocruHTUrpadus: yMEpeHHAS
CTEIICHb HAPYIICHUA HAKOIIMTEABHO-BBIACAHTEABHOMN
yuknnn mpasoii moukn. CpeAHAs CTEIEHb HapyIIe-
HEA BBIACAUTEABHOH (DYHKIINH ACBOW IIOYKH CO CHH-
’KEHHEM HAKOIIACHHUSA IIPEIIapaTa M OYArOBBIMU Acek-
Tamu. Bxaaa B obO111ee Hakormaenue: AeBas mouka — 33%,
npasas movxa — 67%.

KoncyApranua HeBpOAOra: AAHHBIX 32 HEBPOAOTH-
YECKYIO IIATOAOTHIO HE BBIABACHO, IIPOTUBOITOKA3AHII
K OILICPATUBHOMY AcdeHMIO HeT. KoHcyapramms aep-
maroaora: Koxmas matororus sBASETCA IIPOSBACHUEM
OCHOBHOTO 3200AeBaHUSA — TYOEpO3HBINA cKApO3. [Tpo-
THBOIIOKA3aHUH K OIIEPaTHBHOMY AcdeHnio Het. Kon-
CYABTAIIHA IeHEeTHKA: TyOepO3HBIH CKAEPO3, ayTOCOM-
HO-AOMUHAHTHBII THIT HACACAOBAHHA. PEKOMEHAOBAHO
HADATOACHHE AEPMATOAOTA, HE(MPOAOra, HEBPOAOIa,
AEYCHHE CHMIITOMATHYECKOE, B TOM YHCAE XHPYpride-
ckoe — 110 rokasaHuAM. [larueHT Takke OBIA KOHCYAD-
THPOBAH CIIEITAAHCTOM II0 TyOEepO3HOMY ckAepo3y Ao-
podeesoit M.EO.: Anaruos moATBepIKACH.

Puc. 1. MCKT-kapruHa 065eMHOIr0 00pa3oBaHuA HIDKHETO
ITOAXOCA A€BOI IIOUKH: * — OITyX0AB
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Puc. 2. 'uranrckue HeByChI
Ha KOJKe ITOSICHIYHOM 00AacTu

B cBasu ¢ tem, uyro 0ObeMHOE 0OpPa3OBAHHE ACBOIT
IIOYKHU 10 CBOMM XapaKTEPUCTHKAM HE COOTBETCTBOBA-
AO AOOPOKAYECTBEHHOM OITYXOAH, aKTHBHO HAKAITAH-
BAAO KOHTPACTHBIH IIPEIapar, OBIAO PEIIEHO YAAAHTDH
€ro, a YUMTBIBAA HAAMYHE ACBOCTOPOHHEIO BAaPUKOIIE-
A€ — CHMYABTAHHO IIPOHM3BECTH IIEPEBA3KY CEMECHHOMN
Benbl. 17.10.13 r. oA obimeli amecre3neil BBIIOAHEHA
OIIepaITHA — IIEPEBA3KA HAPYKHOM CEMEHHON BEHBI CAC-
BA M PE3EKIIHA HIKHETO ITOAFOCA AEBOI IIOUKH C OIIyXO-
ABIO B YCAOBHAX runorepmun (puc. 6, 7).

Ha tperpu cyTKH ITOCAE OIIEpPAIIU PA3BHAOCH KPO-
BOTEUEHHE B 320PIOIIMHHOE IIPOCTPAHCTBO, KOTOPOE
OBIAO KYIIHPOBAHO KOHCEPBATHBHO. B mocaeomepa-
IIOHHOM IIEPHOAC B TECYEHHE HEACAH OTMEYaAach
AUXOPaAKa, OOYCAOBAGHHA HAANYHMEM HEOOABIIION
reMaTtoMsl B IrapaHedpaipHOi kaerdatke. Ha done
APEHHPOBAHHA M aHTHOAKTEPHAABHOM Teparmu (Ie-
onepazon/cyapbakTam) HAOAFOAAAACDH ITOAOKHTEAB-
HAfl AMHAMHKA — TEMIIEPATYpPa TeAd HOPMAAN30BAAAC.
3aKHBACHHE ITOCACOIEPAIINOHHON PAHBI IIPOHU3OIIAO
HEPBIYHBIM HATAKCHIEM, IIBBI YAAACHBI Ha 12 cyTKn.

3akAroueHre MOPQOAOTa ITO AOCTABACHHOMY MaTe-
pHaAy: MAKPOCKOIIMYECKH — PACCEYEHHBIH XHPYPIrom
parmenT mouku 3,5x3x2,5 cM ¢ HAATYHEM y3Aa OACA-
HO-KEATOTO IIBETA, PACITOAOKEHHOIO ITOA KAIICYAOH,
amamerpoMm 2,5 cm. l'mcroaormueckm: xpomodobHas
KAPIIMHOMA COAMAHO-aABBEOAAPHOTO crpoeHms. Omy-
XOAD OKPYKEHA KATIICYAOM M IICEBAOKAIICYAOM (pHC. 8,
9). B npuaeskarieil mapeHxuMe IMOYKH — MHOKECTBEH-
HBIC KHCTbBI, BBICTAAHHBIC yHAOLT_[CHHI)IM n KY6I/ILICCKI/IM
SITUTEAHEM.

[Tpw BBIIEICKE M3 CTAIIMOHAPA COCTOSAHHE YAOBAET-
BoputeAbHOE. B oOmiem amaamse xposm 05.11.13 r.:
aetikorutst 6,1x10°/ A, spurpormrst 4,23x10'%/ A, remo-
raobun 124 r/a, COD 20 mM/u. Bruoxumuueckoe nc-
CACAOBAHUE: KPEATUHUH CBIBOPOTKH — 124 MKMOAB/A,
kaauit — 4,0 MmoAb/ A, Harpuit — 136 Mmoab/A. Kon-
TpoAbHOE V3I: AeBas IOUKA TIOABIKHA IIPU ABIXAHH,
YAC me pacmmpena, B mapanedpaAbHON KAETYATKE
KHAKOCTHBIX OOpPa30BaHUI He BHIABAEHO. Pexomenao-
BAHBI MATHHTHO-PE30HAHCHAS TOMOIPAHA TOAOBHOTO
Mo3ra, Y3V opranos OprOITHOI TOAOCTH, 320 PIOIIHH-
Horo rnpocrpanctsa uepes 3 mecama, MCKT opranos
OPFOIIHON IIOAOCTH U 320PIOIIMHHOIO IPOCTPAHCTBA
gepes 6 MecAreB, HAOAIOACHHE YPOAOTa, OHKOAOTa, He-

Puc. 3. Oxoaonorresnie puGpOMBI
(omyxoau Kenena) Ha maasrax cromn
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dponrora, Aepmarorora, He-
BPOAOTa.

UYepes 3 mecsma 1ocae
OIIEPATUBHOIO ACYCHHSA IIa-
IIMEHT KOHCYABTHPOBAH He-
dpororom.  Camouyscrsue
xoporee. AA 140/90 mm pr.
ct. [TokazaTeArm KAMHIYIECKO-
IO 2HAAN3a KPOBH — B ITPEAC-
Aax HOpMBL B obmiem ama-
AM3€ MOYH CACABI OeAxa,
ACHKOIINTYPHH, dPHTPOITHTY-
pun mHer. OOmui OCAOK ChI-
BOPOTKH KpoBU 72,3 1/A, MoueBuHA 8,6 MMOADB/ A, Kpe-
arnana 159,9 mxmoas/A, CK® 48,8 ma/mua (MDRD).
[Tpu Y3M nodex 0OBbEMHBIX OOPA3OBAHHN IIOYEUHOI
trany, pacrmperns YAC, obOpasosanunii B mapaned-
PAABHOI KAETYATKE HE BBIABACHO. |larmenTy HasHade-
Ha AT C OIPAHHYECHHEM COAU A0 3-4 1/cyt, Geaka A0
0,6 r/xr/cyr, rosapran 50 Mr/cyT ¢ LEABIO KOppeKLHN
AA u HehPOIPOTEKIINI, PEKOMEHAOBAHO IIPOAOAKUTH
AMHAMIYECKOE HADATOACHUE.

OGcy>xaeHue

[IpeacraBacHHOE — HADAIOACHHE —ACMOHCTPUpYET
OIIPEACACHHBIE CAOKHOCTH AmarHoctukn T1C, oco-
OEHHO IPH OTCYTCTBUH THUIIMIHBIX HEBPOAOTHYECKHUX
CHMIITOMOB. AHMAarHo3 T€HETHYECKOIO 3a00AECBAHUA

54321120130703  MONIKI
FR 28Hz
RS

C5-2/Urol Ren

2

224cm
1.73cm
4.89cm
10.9cm

F#639

Puc. 4. Y3U nouex: o6’pemMHOe 06pazoBaHme
HIDKHETO ITOAFOCA ACBOM TIOUKH

54321120130703  MONIKI
FR 26Hz
RS

€5-2/Urol Ren

20

+ Dist 14.6cm
s Dist 5.90cm
Dist 2.04cm

Fi341

Puc. 5. Hapymenue audg depeHnuanmuy KOPKOBOro
¥ MO3TOBOIO CAOS A€BOM IIOYKY C HAAMYUEM KHCT
¥ KAABLIIMHATOB B II0YEYHON TKAHU
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OBIA  YCTAHOBACH
BIIEPBBIE  TOABKO
B Bo3pacte 26 Aer
OCAE obpartie-
HuA K Hedpoaory
II0 IIOBOAY OOHa-
pyKEHHA  CTPYK-
TYPHBIX ~ H3MCHE-
HOI ~ [TOYEYHOMH
tkann 1pu Y3U
u MCKT u cuu-
KEHHA TOYEUHOM
dynkmmu.  Opna-
KO TaKas CHTyarus
IIpeACTaBAACTCA
HEPEAKOM AAf ITa-
muenros ¢ TC.
Cpean 65 0oAb-
mex TC, moayua-

Puc. 6. O1yx0oAb IIOYKH MEKAY
OpaHIIaMy IUHIIETA

IONIAX  ACYCHHE
IO IIOBOAY TEPMH-
HAABHOH  XPOHH-
YECKOH TIOYedHOI
HEAOCTATOYHOCTH
(XIH) B Ana-
AM3HBIX  HEHTPAX

@papum, B 1O-
AOBHHE  CAYYacB
HMCHHO IIPH3HAKH
XITH  mocayxkuan
KANHUYECKOH — Ma-
uudecTaruer  3a-
OOACBAHESA H ITOBO-
AOM K CEPBE3HOMY
0OCACAOBAHHUIO, IIPH 9TOM CYAOPOIU U/MAH 3aACP/KKA
HMHTEAAEKTYAABHOTO Pa3BUTHA HAOAFOAAAHMCH TOABKO
y 47,9% GoabHBIX, a cpeanmit Bospact AnarHocTuku TC
cocrasua 29 aer [35].

3aroaospurs TC y HAIIEro MmarueHTa IO3BOAHAO
B IIEPBYIO OYEPEAb UMEHHO HAAMYHE XaPAKTEPHBIX I10-
PAKEHHIT KOKN — THIAHTCKAX HEBYCOB, IMITOIIMIMEHT-
HBIX IITEH, OKOAOHOITEBBIX buOpom [24]. B 10 xe
BpeMA THIIMYHBIE KOKHBIE
9AEMEHTHI § OOABHOIO Ha-
qaAn  (POPMHPOBATBCA  YiKeE
C CEMHAETHEIO BO3PACTa,
1 OBIAO U3BECTHO O HAAMYUH
TAKUX KC M3MCHCHHUN KOKU,
HO CYIIECTBEHHO CHABHEE
BBIPAKECHHBIX, y €ro OTIIA.
B 17-aetnem BO3pacrte 00-
HAPY/KECH THIAHTCKUI HEBYC
IIOACHIYHOH ODAACTH U H3-
MEHEHHS CTPYKIYPBI IIOYCY-
HOH TKaHU IO AaHHBIM Y 311,
pACIIEHEHHBIE B TO BpeMA Kak
LIPOABACHHA ~XPOHUYECKOIO
nueAoHedpHUTa, XOTA ACHKO-

wbbaiiglt

Puc. 7. YaaseHHAdA OIIyX0AB
A€BOM IOYKH
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Puc. 8. XpomodobHaa kapuHOMA IIOYKH,
OKpacKa reMaTOKCHAMH-3031H,
yBeandenue x400: KpyIHbIe IOAUTOHAABHBIE
KAETKH C 303UHO(UABHOI
M TOIIAA3MOM

LATYpUH, OAKTEPHYPHU, KAUHUYECKOW KAPTHHBI ITHC-
AoHepUTA HE Pa3y HE HAOAFOAAAOCE.

OcoOeHHOCTBIO TeueHNs OOAE3HN Y HAIIIETO IIaIlH-
EHTA ABAAECTCA OTCYTCTBHUE HEBPOAOTHMUYECKON CHMIITO-
MATKH, IIPEUMYIIIECTBEHHOE ITOPAKEHNE ACBOH ITOUKH
(KHCTBI, KAaABIIMHATHL, OOBEMHOE OOpPA3OBAHME) IIPH
IIPAKTUYIECKH HOPMAaABHOH yAbTpassykoBoii u MCKT-
KAPTHHE IIPaBON IOYKH. Y DOABHOTO HE OBIAO ABHBIX
AHTHOMUOAUIIOM — HAMOOAEE TUIIMIHOTO IIPOABACHHUA
TC, uT0 HEe NCKAFOUAET, KOHEYHO, HAAMYHSA B IOYEUHOH
TKAHH MHKPOCKOITMIECKHX aHTHOMHOAHUIIOM [7], 2 yAa-
AEHHOE 00BbEMHOE 0OPAa30BAHHE OKA3aAOCh AOCTATOY-
HO PEAKOH (DOPMOII ITOUEUHOKAECTOUHOMN KAPIIHHOMBI
— xpoModoOHbIM pakom mouku [11]. [Tpu aTom xpomo-
poburre KaprHOMBI onucansl y marpentos ¢ TC [21].

bBriAo perieHO He IPOBOAHTH MOAEGKYAAPHO-TEHE-
THYECKYIO AHATHOCTHKY 3aboAeBanmusa (xota B Mockse
MMEETCA TAaKafs BO3MOKHOCTD), TAK KAK KAMHHIYECKAS
KAPTHHA ¥ ayTOCOMHO-AOMHHAHTHBIN THIT HACACAOBA-
nus coorsercroBaru TC. B 1o e Bpems orpuriateAn-
HBII PE3YABTAT T€HETHIECKOTO AHAAM3A HE HCKAFOYAA
681 Ammarzo3 TC, Tak Kak nssectHO, 90 y 10-50% G0oAD-
mex Myranun B remax 1SC7 u TSC2 me BBIABAAIOTCA
(23, 34].

[Ipn obnapyxeHHn 0OOBEMHOTO OOPA3OBAHMSA TOY-
KH HEPEAKO BBIITOAHAETCA €ro OMOIICHSA, HO, ITOCKOAB-
Ky MMEAOCH CYIIECTBEHHOE KAMHHYECKOE IOAO3PEHHE
HA 3AOKAYECTBEHHBINH XapaKTep HOBOOOPA3OBaHHUA, pe-
IIeHo OBIAO cpa3y yaaanTs ero. Ilocae omeparm 00-
CYAAAACA BOIIPOC O HA3HAYEHMH TAPIETHOH IPOTHUBO-
omyxoAeBoil Teparmu — narnouTopos mTOR, HO Tak
KaK OIIYXOAb Y HAINETO IAIMEHTA OBIAA €AMHHYIHON
U TIOABEPTAACH XUPYPIHICCKOMY YAAACHHUIO, IPH3HAHO
IIEACCOOOPA3HBIM ITOKA BO3ACP/KATBCA OT AAHHBIX IIpe-
mapartoB. B AaAbHeHIIIEM, B CAyUae PEIIMAMBA OITYXOAC-
BOTO ITPOIIECCA B IOYKAX, TIOABACHUA METACTA30B HAN
PA3BUTHI APYIHX CEPBE3HBIX OPIAHHBIX IPOABACHHIA
TC, BO3MOMKHO ITOBTOPHOE OOCYKACHHE ITPUMEHEHHA
uarnouTopos mTOR. B Arobom cayuae, marmenT Hyx-
AQ€eTCAl B IIOCTOAHHOM HAOAFOACHUH H TIIATEABHOM MO-
HUTOPUPOBAHNH YABTPa3BykoBoir u MCKT-kaprumsr
IOYEK, COCTOAHHUA TOYCIHOMN (PYHKIIHH.

Puc. 9. XpomodobHaa KapIIHOMA IOYKH,
OKPACKA reMATOKCHAMH-3031H, YBEAHUEHHE
x40: OIIyX0AB YETKO OTIPAHHYEHA OT
TI0YEYHOI TKAHU TOHKOH (prbpo3HOIi
KAaIICyAOH
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OueBnaHO, uTO CcBOEBpeMeHHas AmarHocTHka TC
M BEAGHHE OOABHBIX C 3THM 3aDOAECBAHHEM ABAACTCHA
MYABTHAUCIUIIAMHAPHOK I1pobAemoii [3], u 3HaHnA
o kauHmI4Yeckoll kaprune TC, BapuaHTax ero TedeHud,
ocobernoctax nopaxernsa [HTHC, koxn, modyek n Tak-
THKE ACYCHHA HEOOXOAMMBI HE TOABKO IIEAHMATPAM,
HEBPOAOTaM, O TAABMOAOTAM, HEHPOXHUPYPIraM, Aep-
MAaTOAOTAM, HO B He(DPOAOTAM, YPOAOTAM H TPAHCIIAQH-
TOAOTAM.

Asmopor 3as61510m 06 omcymcemeun Kongaukma
unmepecos.
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