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PE3IOME. Cunnpom XakuMa—Angamca (MAuoraTudeckas HOPMOTEH3MBHAS THJpouedatus)
SIBIISICTCS PEIKUM 3a00JICBAHUEM, XapaKTEPHBIM JJIs MAIlHCHTOB TOKHJIOTO BO3pacTa, U MPeI-
CTaBJISIET 3HAUUTENIbHBIC TPYAHOCTU AJIs AUATHOCTUKH U jJedeHusd. Lleap — onucaTh yHUKAIb-
HBIH KJIMHUYECKUH cllyyall PEe3MCTCHTHOW K CTaHJApPTHOW Tepamuu TUIpoledaiud ¢ MOTHOM
Tpuagoi XakuMma—AjgaMca y MaIllMeHTKH MOJIOAOTO Bo3pacta. lIpencraBieHo momapoOHOE OmuU-
CaHHWe ciaydas TMallMeHTKH 43 JeT ¢ OKKJIIO3MOHHOW THuapomedalneii, B maJbHEHIIIEM TpaHC-
¢dbopMupoBaBIIelics B pe3UCTEHTHYIO popMmy cuHapoma Xakuma—Agamca. [IpuBeeHbl qaHHBIC
MHOTOKpaTHbIX ucciegoBanuii MPT u KT rosioBHOro mMo3ra B AMHaAMHUKE, OTpa)karoliue Hedd-
(EKTUBHOCTD MOCIICAOBATEIIBHBIX XUPYPIHUYCCKUX BMEIIATEIIbCTB: BEHTPUKYJIONEPUTOHEATbHO-
ro IMIYHTUPOBAHMSA, IHJOCKOMUUYECKON TPUBEHTPUKYJIOCTOMUU U PEBU3UU ITYHTUPYIOLIEH CH-
ctembl. HecMOTpst Ha arpeccUBHOE MHOTO3TAIIHOE JICUCHHE, BKIIIOUABLICE BCE OCHOBHBIEC BUbI
XUPYPrUYeCKUX BMEIIATEIbCTB, TIOCTUYb CTOHKON peMucCcHU 3a00JieBanms He yaanock, Cinydai
JIEMOHCTPUPYET BBIPAKCHHYIO PE3UCTEHTHOCTH K JICUCHUIO U OBICTPOE MPOTrpPECCUpPOBAHUC 3a-
OoJieBaHMS Y MOJIOIOW MAMEHTKHU, OTATOIMEHHOe comyTcTBytomeit BUY-nadekmueii. JlanHoe
HaOJIIO/ICHHE TTO{YEPKUBACT HEOOXOIMMOCTh KOMILIEKCHOTO MEXAUCITUIIIIMHAPHOTO MOAX0/a U
MOKMCKA HOBBIX CTPATETUi JICYCHH ST PE3UCTCHTHBIX (POPM TUIporie(ainu, He YKIIa bIBAIOIIUXCS
B KJIACCHYECKHE paMKHU CHHApOoMa XakKuMa—Agamca.

KJIIOYEBBIE CJIOBA: cunapom Xakuma—Ajgamca, HOPMOTEH3WBHAas rujpouedanmus,
BEHTPUKYJIONEPUTOHEAIBHOE IIYHTUPOBAHNE, KIMHUUECKUH cirydail
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HAKIM-ADAMS SYNDROME IN A MIDDLE-AGED PATIENT:
DESCRIPTION OF A CLINICAL CASE OF RESISTANT
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ABSTRACT. Hakim—Adams syndrome (idiopathic normotensive hydrocephalus) is a rare
disease characteristic of elderly patients and presents significant difficulties for diagnosis and
treatment. The aim is to describe a unique clinical case of hydrocephalus resistant to standard
therapy with a complete Hakim—Adams triad in a young patient. A detailed description of
the case of a 43-year-old patient with occlusive hydrocephalus, which later transformed into a
resistant form of Hakim-Adams syndrome, is presented. The data of multiple dynamic MRI
and CT scans of the brain are presented, reflecting the ineffectiveness of successive surgical
interventions: ventriculoperitoneal bypass surgery, endoscopic triventriculostomy, and revisions
of the bypass system. Despite aggressive multi-stage treatment, which included all major types
of surgical interventions, it was not possible to achieve stable remission of the disease. The
case demonstrates pronounced resistance to treatment and rapid disease progression in a young
patient, aggravated by concomitant HIV infection. This observation highlights the need for a
comprehensive interdisciplinary approach and the search for new treatment strategies for resistant
forms of hydrocephalus that do not fit into the classical framework of Hakim—Adams syndrome.

KEYWORDS: Hakim—Adams syndrome, normotensive hydrocephalus, ventriculoperitoneal

shunting, clinical case.

BnepBeie HOpMOTeH3MBHasi Tuapouedanus
(HTT') Obina onucaHa KOTYyMOHMHCKHM HEHPOXH-
pyprom Canomonom XakumoM Jloy B 1964 rony.
B 1965 rony C. XakuM B COTpYIHUYECTBE C aMe-
pUKaHCKUM Helpoxupyprom PaiiMmonnom Jlenesu
AnamMcoM IpOBENIN MOAPOOHBIN U pacIIMpEeHHBIN
aHaJIN3, TAE YIeImIn 0c000e BHUMaHNE BO3MOX-
HOCTH OOpaTMMOCTH KIMHHYECKUX MPOSBICHUN
MIPU aJIeKBATHOM XUPYPTrUYECKOM JICYCHUH C TI0-
MOILBIO BEHTPHUKYJIONEPUTOHEAILHOTO IIYHTA
[1]. o nmaHHBIM pa3IUYHBIX MOMYIAIUOHHBIX
SMHUAEMUOJIOTHYECKUX HCCIEA0BaHUM, aBTOPbI

IIpUIIJIKM K BbIBOAY, YTO YaCTOTa BOSHUKHOBCHUA
MAMONATUYECKOH HOPMOTEH3UMBHOW ruapoueda-
auu cocrasisieT ot 0,3 1o 3% cpenu nanueHToB
crapuie 61 rona [2—4].

Cunnpom Xakuma—Agamca npecTaBIseT co-
00l KIMHUYECKYIO TPHAay, BKJIIOYAIOIIYI0 aTaK-
CHUIO, JIEMEHIHMIO U AM3YPUUYECKHUE MPOSIBICHUS
(vame Helep)KaHUE MOYH ), KOTOpasi pa3BUBACTCS HA
(oHE TPOrpeCcCUPYIOLIETO PACIIUPEHUS KEITYI04-
KOB T'OJIOBHOI'O MO3ra Ipru HOPMaJIbHOM WJIM MUHU-
MaJIbHO HOBBIIICHHOM JAaBICHUU B CHCTEME XKEIy-
JoukoB Mo3ra [2]. CyIecTByeT HECKOIbKO MPUUYUH
3HaunTeNbHON (10 80%) TUMOAMArHOCTUKH JTOTO
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paccTpoiicTBa. Bo-miepBbiX, OCHOBHAs CIIOKHOCTh
3akirouaeTcs B quddepeHImaibHON AMarHoCTH-
ke HI'T n cxoxxux 3aboiieBaHui, B TOM 4YHCIIE
HelipoaereHepaTuBHBIX (00e3Hb AJbLreiiMepa,
6one3np [lapkuHCOHA, cocyaucTas JAEeMEHIHs,
nemeHIys ¢ tenbiiamu Jlen) [5, 7]. Bo-BTopsIx,
nuarHoctuka HTI tpeGyer Gonbimx ycwini 3a
CYET €XETHEBHOU PaOOTHI 10 JICYCHHUIO TIOXKHITBIX
MalUeHToB ¢ feMeHIueil. OTaenbHO CTOUT OTMe-
TUTh, YTO C MTOCTETICHHBIM yBEIINYCHHEM CpPEIHE-
ro BO3pacTa HacelIeHHs MOKHO OXHJAaTh pocTa
gucia moXmwIeX manuerToB ¢ HTT 5, 6]. Takas
mpobieMa 0COOCHHO aKTyallbHa AJISl Bpadei am-
OyIaTOpHOTO 3BEHA, Y KOTOPBIX OTCYTCTBYET BO3-
MOXKHOCTH TPOBENICHUS METOIOB BU3yallU3aIlUU
TOJIOBHOTO MO3Ta B KOPOTKHE CPOKH, SBIISIONIUX-
Csl OCHOBHBIM METOJIOM TTOJTBEPKICHUS WU HIC-
KJIFOYEHMSI TaHHOTO JINarHo3a.

KirroueBbIMH  KpUTEpUAMH IS TTOCTAHOBKH
JIUarHos3a SBJISAIOTCS CJIEAYIOIIUMEe TPU3HAKH Ha
kommbioTepHOi Tomorpaduu (KT) miam maraut-
HO-pe3oHaHcHoi ToMorpaduu (MPT):

1) BeHTpUKyJIOMeTalusA, KOTOPYI0 HE0oOXOIu-
MO OIICHHTH C TIOMOINBIO OOBEKTUBHOTO
KpUTEpHUs, HAIpUMeEp, ONpPEeNUB HHICKC
DBaHca; B HOpME JIaHHBIN WHJEKC HE MOXKET
ObITh Oosiee 0,3, Takke BHMMaHUE Bpaya

JOJDKHO TIPHBIIEYh HETPOTIOPIIUOHAIEHO
BBIp@XCHHOE I10 CpaBHEHHIO ¢ arpodueit
KOPBI YBEeIIMYEHUE KETyI0IKOB (pHC. 2);

2) mpU3HaKU HapyUICHUs JIMKBOPOAMHAMUKU:
CIITAXKEHHOCTh OOpO31l Ha KOHBEKCHTAJb-
HBIX MOBEPXHOCTAX (uamie HaOiomaercs
HaJ JTOOHOW W TEMEHHOU IONISIMU), TEpH-
BEHTPUKYJSPHBINA JIelKoapeo3, KOTOPBIi
UMeeT BUJ] 30HBI TOHWKEHHOH TIOTHOCTH/
TUTIEPUHTEHCUBHOTO CHTHalIa BOKPYT poO-
TOB JKEJIYJOYKOB Ha UMITYJbCHOU MOCIEN0-
BarenpHOCTH T2-FLAIR), a Takxke Tpanc-
Cylaliy JIMKBOPA, YTO SIBISETCS Ba)KHBIM
nuddepeHnnanbHO-THaTHO CTUYECKUM
npu3HakoM (puc. 2) [5];

3) mociaenHUM KpPUTEPHEM CUYHUTAaeTCs JHC-
(yHKIUS CyIIECTBYIOMIET0 IIyHTa (Kak B
ONKMCAaHHOM HaMHU cliydae), 4To TpeOyeT
cIoXHOH muddepeHTnanbHON THArHOCTH-
KM MEXJy Nporpeccueil OCHOBHOTO 3a00-
JICBaHWSI U MEXaHWYECKOH HEI0CTaTOYHO-
CTBIO ILIYHTA.

ITammmenTka, 43 TOma, B aHAMHE3E OKKJIFO3MOH-
Hast Tuaponedamus ¢ aexadps 2023 roma. B nebrote

a/a
Puc. 1.

6/b

MPT rosioBnoro mo3ra nauuentku (2023). T2-BU, carurrajbHasi II0CKOCTD (), aKCHAJIbHASA IJIOCKOCTD (0).

Ilon cTpeikamMu yka3aHbl y4acTKHM NOTEPU CHUTHAJIA OT BEHTPHKY/JIONEPHTOHEAIBLHOI0 IYHTA B NPOCKLHH
NPAaBOIo MepeaHero pora 60K0BOro kKeJyJ0uKka (MLIIOCTPALMY ABTOPOB)

Fig. 1. MRI of the brain of a patient (2023). T2-weighted sagittal image (a), axial image (b). The arrows show arti-
facts from the ventriculoperitoneal shunt in the projection of the right anterior horn of the lateral ventricle
(illustrations by the authors)
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3a00JI€BaHMsI OTMEYaJla TOJIOBOKPYKEHHE, MOIY-
Yyaja KOHCEPBATHBHYI Tepamnuio 0e3 sddekra.
B nexabpe 2023 roma cocTosHHUE Pe3KO yXyi-
IUI0Ch ¢ noreper co3Hanus. Ilo namaeiM MPT
Obula AMAarHOCTUPOBAaHA BBIPAKEHHASI T'MIPO-
nedaius, mocjie 4ero 3KCTPEHHO ObUIa BBIMOJI-
HEHa oOIepalyus BEHTPUKYIONEPUTOHEATHHOIO
myHatupoBanus (BIIL) (puc. 1). B panHem mo-
CJIEOINEepalMOHHOM TIepHuo/ie OTMedajach IOJIo-
JKUTENbHAsI TUHAMUKA. B nanmpHeimeM TedeHne
3a00NeBaHusl MPHOOPENO  PEeUUIUBUPYIOIINI
xapakrep. B mexabpe 2024 roma — moBTOpHOE
yXyALIeHUE B BUAC AUCHYHKIMH IIYHTUPYIOMIEH
CHUCTEMBI, B CBA3M C YeM INPOBEICHA 3aMeHa KJa-
nmaHa. B mae 2025 roma u3-3a HeapEeKTUBHOCTH
UTYHTHPOBAHMS BBIMIOJHEHA HHAOCKOIUYECKas
tpuBeHTpuKynoctomuss (TBC), xoTtopas Ttaxxe
Jlayia JUIIb KpaTKOBpeMeHHBIH »pdexT. B uione
2025 ronga npousBeaena pesusus BIII ¢ ycra-
HOBKOM CHCTEMBI HU3KOro AaBiieHud. Hecmotps
Ha BC€ NMPUIOKEHHbBIE ycuius, B utose 2025 rona
MPOUCXOAMIIO HapacTaHWE HEBPOJIOTUYECKON
CUMIITOMaTUKN B BUJE YTHETEHHS CO3HaHUA 0
COIIOpa, YTO IMOCIYKWIO NPUYMHON MOBTOPHOH

FOCHUTANM3aUMU B OTHECICHUE PEaHUMAIUU U
WHTCHCUBHON TEpaluu B TSHKEIOM COCTOSHUU C
YIHETEHUEM CO3HAHUS, OLEHKA M3MEHEHUU MO-
YEUCITYCKAHUSI HE MIPOU3BENICHA B CBSI3U C KaTe-
Tepu3alueil MOYEBOro My3bIps, CTENEeHb KOTHU-
TUBHBIX HapyIICHUH TaK:Ke JOCTOBEPHO OLICHUTh
OBLJIO HEBO3MOXKHO, M3BECTHO JIMIIb, YTO IOCJIE
CTaOMJIM3allMd COCTOSHHUS MOIJIAa BBIIOJHATH
npocteie KoMaHabl. Ilo manasiM KT romoBHOTO
Mo3ra: BeIpa)KeHHAast BHYTPEeHHsIS TUApoIedamus
(manexc Dmanca 0,57), netikoapeos (puc. 3, 4).
YcraHoBIeH 1UarHo3: BeipakeHHAss BHYTPEHHSS
TETPaBEHTPUKYJISAPHAs, ape30pOTHBHAS, peE3H-
crenTtHas ruaporedanus. [lonnas tpuaga Xaku-
ma—Anamca. B Hacrogmuii MOMEHT MMallUEHTKA
MPOI0KAET MPeObIBaTh B CTAI[MOHAPE B COCTO-
SIHUU CPEAHEH CTENEHH TSHKECTH.

TlpencraBneHHbIA KIMHAYECKUM CiTydaid siBisi-
€TCsl HeOOBIYHBIM B CBSI3U C MOJIOJIBIM BO3PacTOM
MAIIMEHTKU JUIS JAHHOTO 3a00JIEBaHUs, a TaKKe
U3-32 TSDKEJIOr0, PE3UCTEHTHOIO K CTaHIapTHOU

Puc.3. KT ronoBHoro wmo3ra manueHTku (2025).

3D-pexkoncTpykuus. Kearasi cTpeika ykasbl-

BaeT Ha mpeblaymylo Touky Koxepa, rae Ha-

Puc.2. MPT rosoBHOoro mo3ra mnauueHTku (2023). XOAMJICS WIYHT A0 ylajleHHsl, YepHasl CTpeJiKa

T2-FLAIR, akcuanbHass miockoctb. 7Kearbie yka3pIBaeT Ha HOBYI0O Touky Koxepa, kpacHbie

CTPeJIKH YKAa3bIBAIOT HA YYACTKH JIelikoapeo3a, CTPeJIKH YKa3bIBAlOT HA IIYHT (MJJIIOCTpanus

KPacHbIe CTPeJKH YKa3bIBalOT HA pacUIHpeH- aBTOPOB)

HbIe HOKOBBIE JKeMTYI0UKH (MITIOCTPAHS aBTO-  jg 3, CT scan of the patient's brain (2025). 3D recon-

pos) struction. The yellow arrow points to the previ-

Fig. 2. MRI of the brain of a patient (2023). T2-FLAIR, ous Kocher point where the shunt was located

axial image. Yellow arrows indicate areas of leu- before removal, the black arrow points to the

koarrhosis, red arrows indicate dilated lateral new Kocher point, the red arrows point to the
ventricles (illustration by the authors) shunt (illustration by the authors)
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a/a

6/b

Puc. 4. KT rosioBHoro mosra nauueHTku (2025). AxcuajbHasi NI0CKOCTD (a), KOpOHapHasi MI0cKOCTh (0). Kesras
CTpeJIKa YKa3bIBaeT Ha 3aMeHeHHBbIH IYHT, 0ejible CTPeJIKH YKa3bIBAIOT HA 0Yaru NepUBEHTPUKYIAPHOIO

Jeiikoapeo3a (MTIOCTPALMH ABTOPOB)
Fig. 4.

CT scan of the patient's brain (2025). Axial plane (@), coronal plane (b). The yellow arrow indicates a re-

placed shunt, the white arrows indicate foci of periventricular leukoaraiosis (illustrations by the authors)

Tepanuy TEYCHHS 3TOTO CHHApOMA. Y OONbHOU
OTMEUAJIOCh HAJTWYHE TOJHOW BU3yaIU3aIlHOH-
HOM KapTUHBI CHHJIPOMA: BbIPAXXCHHAs BEHTPHU-
KyJoMeranus ¢ uHaekcoMm DBanca >0,57, mepu-
BEHTPUKYJIAPHBIN Jielikoapeo3 mo gaHHbIM KT,
YTO COOTBETCTBYET KJIACCHUYECKUM KPHUTCPUIM.
KnuHuko-aHaMHECTUYECKHE JaHHbIE TOCITYXKH-
I TOATBEPKICHHUEM BCEX BBIIICOMUCAHHBIX
HaXOJOK. YHUKAJbHOCTh CIydas 3aKII09acTCs B
OBICTPOM pa3BUTHUU MATOJOTHU B OTHOCHUTEIHHO
MOJIOJIOM JIJIsl JAaHHOTO 3a00JIeBaHMs BO3PacTe U
€ro BBIPAXCHHON PE3UCTEHTHOCTH K JICYEHUIO.
ITanuenTke OBLIM IOCJIENOBATEILHO BBIMOJIHE-
Hbl BCE OCHOBHBIE BHUJbl XUPYPrUUE€CKOIo Jieue-
HUs TuAporedaliuu: MHOXKECTBCHHBIC PEBU3UU
BIIII ¢ 3ameHOM KIIalmaHOB, YHIOCKOIHWYCCKAS
TBC u, HakoHel, co3nanue npsiMoro mynra. He-
3G (PEKTUBHOCTD TPUBEHTPHUKYIOCTOMHH MOXKET
CBUJIETEILCTBOBATE 00 OKKIFO3HMOHHO-ape30p0-
THBHOM Xapakrepe rujpouedaiuu, mpu KOTOpoM
HapyIlIeHa He TOJIBKO MUPKYISAIHIS, HO U pe30p0-
uusa suksopa [9, 10]. Hanuume y nanmeHTkH
BUY-uapEKkTMu MOTIO BHOCHUTH JOTOTHUTEIh-
HBII BKJIaJ] B HEBPOJIOTUYECKHI Te(PUIINT H, BO3-
MOYXHO, BJIMSITH Ha TMPOIECCHl BOCCTAHOBIICHUS,
OCJIOKHSSI TEUEHUE MOCICONEPALUOHHOrO NepU-
ona. HecMoTpst Ha MHOTOKpaTHBIE XUPYyprude-
CKHE€ BMEIIATeNbCTBA, Y/1aBajJOCh JIOCTUYD JIUIIb

CJIa00MOI0KUTENLHON JUHAMHUKH, 0€3 CTOMKOM
peMuccuu 3ab01eBaHuUs.

HacTosiiiee knuHHuYeckoe HaONIOACHUE WII-
JTOCTPHUPYET OCOOCHHOCTH TCUSHHUsI 3a00JICBaHUS
y TalMeHTOB MOJIOJOTO BO3pacTa B CPaBHEHHUHU
C JMIAMH TOXHIIOW TPYMIbI, KOTOPBIE MOTYT
BBIPAXAaThCsl B YCKOPEHHOM INPOTPECCUPOBAHUU
CUMITOMATUKH M Pa3BUTUU PE3HCTEHTHOCTH K
Tepanuu. B CBA3M ¢ 3TUM KJIIOYEBOE 3HAYECHHE
npuoOpeTaeT MEXAUCUUIUIMHAPHBIA TOIXOM C
y4acTHEM CIIELUAINCTOB HEHPOXUPYPrUu€CKOro,
HEBPOJIOTMYECKOTO, PEAHNMATOJIOTHYECKOTO U
peadbUINTAIMOHHOTO TIPOQHIICH, HApaBICHHBIN
Ha TIOCJICONEPALMOHHOE BEACHUE CIIOKHBIX Ia-
[IMEHTOB M HamOoJjiee MOIHOe (PYHKIMOHAIBHOE
BOCCTaHOBJICHHE. He MeHee Ba)KHBIM NpEACTaB-
JSIeTCsl MPUMEHEHUE PACIIMPEHHOTO JUarHOCTH-
YECKOI'0 aJIrOPUTMa, BKIIIOYAIOLIETO KaK OCHOB-
Hble MeToabl Helposusyanuszauuu (MPT, KT),
TaK W JIOTIOJHHUTEIbHBIC HHCTPYMCHTAIbHBIC HC-
CJIEJOBAaHUsl, TAKHE KAaK TPaHCKpaHHAJIbHAs JOII-
ruieporpadus, Mo3BoJIsIoNas KOCBEHHO OIICHUTh
JUHAMMKY BHYTPUYEPEIIHOTO AABJICHUS, a TAKKE
moMOanbHasi MyHKIHS C TOCTEeIYIOIUM aHaIH-
30M JINKBOPOINHAMHUYECKHUX IIOKa3aTelIeH.
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Bxkuan aBropos. Bee aBTOphI BHECHuU cylie-
CTBEHHBIH BKJaJ B pa3paboTKy KOHLEMIUH, IPO-
BEJCHUE MCCJIECIOBAHUSA M IOAIOTOBKY CTaTbH,
MPOYIH U 0f00pMIN (PUHAIBHYIO BEPCHIO MEpe.
nyOnuKanuen.

KonduiukT uHTEpecoB. ABTOPHI JEKIapUpy-
0T OTCYTCTBUC SABHBIX W IMOTCHIHUAJBHBLIX KOH-
(bTMKTOB MHTEPECOB, CBA3AHHBIX C IMyOIUKaIIUeH
HACTOSILEN CTATHHU.

Hcrounuk ¢PuHaHcupoBaHusi. ABTOpHI 3a-
SBIISIIOT 00 OTCYTCTBMM BHEUIHETO (DUHAHCHPO-
BaHUA ITPHU NPOBCACHHUU MCCIICAOBAHUAA.

HNudpopmupoBanHoe coriacue Ha my0auKa-
IHMI0. ABTOpPHI MOJYYHUIIM MUCBMEHHOE CcoTiacue
3aKOHHBIX NPEACTAaBUTENICH MalureHTa Ha myOnu-
Kaluio MEOIUIMHCKUX JaHHBbIX.
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