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<> The article presents a rare case of combination of von Hippel—Lindau disease and Hodgkin’s disease. The dis-
ease began with neurological symptoms with gradual progression over the next 3 years. The diagnosis of von Hip-
pel—Lindau disease was made after MRI of brain and spinal cord, abdominal MICTs, and detection of brain stem
and spinal cord tumors, multiple pancreatic cysts. We performed resection trepanation of the posterior cranial
fossa and microsurgical total removal of hemangioblastoma of the medulla oblongata. After 1.5 years the patient
is diagnosed with Hodgkin’s disease and several courses of chemotherapy are carried out, reaching full remission,
confirmed by PET with CT. 14 months later, the patient consulted an ophthalmologist due to visual impairment
and floating opacities in her left eye. The ophthalmologic examination for the first time revealed multiple bilateral
retinal hemangiomas and vitreal hemorrhages from tractional retinal tears caused by posterior hyaloid detach-
ment and unrelated to hemangiomas in the left eye. The barrier laser coagulation of the left eye retinal tears was
performed, and the observation tactics was adopted.
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bOJIE3Hb TNNNENS - JINHARY B COYETAHNN C JINM®OMON KOAKKMHA
N BPO)XXAEHHOWU TMNEPTPOMUNEN PETUHAJIBHOTO MATMEHTHOTO INNTENNA

© A.B. Pakuukwuii, A.A. lllaxnazaposa, M.A. Lllep6a

Cankr-IlerepGyprekoe rocyaperseHHoe Glo/pKeTHOE yupexkieHue 3npaBooxpanenust «{uarnoctudeckuii Llentp Ne 7»
(r1asHoit ) yIst B3pOCJIOro U IeTcKoro Hacesienust», Cankt-IlerepGypr

s yumuposanus: Paknukuii A.B., [llaxnazaposa AA., [llep6a M.A. Bosesnb [unnessi — JIuuaay B coueTaHuu ¢ JIMM-

domoil Xo/KKHHA M BPOXKAEHHOH THIepTpodHeli peTHHAILHOrO TMrMeHTHOro snuteaus // OdTanbMosornieckye Be1oMo-
et — 2020. — T. 13. — Ne . — C. 87—90. https://doi.org/10.17816/0V25753

[Tocrynuna: 14.01.2020 Ono6pena: 18.02.2020 [Tpunsita: 23.03.2020

<> B cratbe npejcraBJen peakuil caydai couetanust 6osesnn [unnensi — Jlunnay ¢ sumdomoit XomKKnHa.
Boseanb Hayasach ¢ HEBPONOTMUECKHX CHMIITOMOB C MOCTENEHHBIM MPOrPEeCCHPOBAHUEM B TeYeHHE MocJe-
aytownx 3 get. narnosd 6osnesun ['nnnesns —Jlunaay Obl1 BblcTaBjeH Moc/je MarHHTHO-pe30HAHCHOH TOMO-
rpacuu TOJIOBHOTO M CITHHHOTO MO3Ta, MYJbTHCIHPAIbHOH KOMMbIOTEPHOH ToMOrpaduu GpIOUIHON MOJOCTH
U BbISIBJICHHS OMYXO0Jlefl CTBOJIA MO3ra U CIIHHHOIO MO3rd, MHOXKECTBEHHBIX KHUCT MOJKEJY0UHON 2KeJle3bl.
BeinoJsiHeHa pe3eKIlHOHHAsH TpernaHallus 3ajHel YepenHoil sMKH, MUKPOXHPYpruueckoe ToTajbHOE yjaJe-
HHMEe reMaHTHo6JacTOMbI MpojoJiroBatoro Mosra. Yepes 1,5 roga y naliMeHTKH AHArHOCTHPOBAJH JTUMPOMY
Xo>KKHHA U TPOBEJIH HECKOJBKO KYPCOB XHMHOTEPATHH, IOCTUTAst TOJHOH PEMHUCCHH, TTOATBEPKAEHHOH MO-
3UTPOHHO-MHUCCHOHHON TOMOTpaduell COBMELLEHHOH ¢ KOMMbloTepHOH ToMorpaduei. Cnyers 14 Mec. nauu-
eHTKa oOpaTuaach K opTajJbMOJIOTY B CBA3H C yXy/LIEHHEM 3PEHUS U MJIaBalOUIMMHU MTOMYTHEHUSIMH B JIEBOM
rnazy. [Ipu oranbmosiornueckom o6cseIoBAHUN Y Heé BIiepBble BLISIBJISIOT MHOXKECTBEHHbIE GUJIaTepasbHble
reMaHrMoOMbl CEeTYATKH U reMo(TajibM W3 TPaKLHOHHBIX Pa3pblBOB CETUATKH, CJYUMBILMHCS B pe3y/bTaTe
OTCJIONKH 3aJHell ruajloniHOi MeMOpaHbl U He CBSI3aHHbIA C reMaHrMoMaMHu Ha JIeBOM [Jlady. BblinoJiHeHa
OapbepHas JlazepHasi KoaryJ/silius PaspblBOB CETUATKH JIEBOTO [V1a3a U IPUHATA TAKTUKA HAGJIOICHUS.

<> Karouesvie caosa: 6osesnb [unnens — Jlnnpay; numdoma XomkKuHA; BpoxKAEHHAS THIIEPTPOdUS
PETHHAJNBHOTO MUTMEHTHOTO STUTENHUS.
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INTRODUCTION

The von Hippel—Lindau disease is an autosomal
dominant hereditary disease predisposed for the de-
velopment of a wide range of lesions such as retinal,
cerebellar, spinal, and medullary hemangioblastomas,
renal cell carcinomas, and pheochromocytomas. Re-
nal, pancreatic, and epididymal cysts (spermatoceles)
are the most common manifestations of the disease.
The combination of von Hippel—Lindau disease and
lymphomas, in particular Hodgkin’s disease, is de-
scribed in individual cases [1, 2].

CLINICAL CASE

Female patient B., 20 years old, visited the Trau-
matology Department of the Diagnostic Center No. 7
(ophthalmic) on December 12, 2019, with complaints
of sudden visual impairment and floating opacity in
the visual field of the left eye that occurred 3 days
before. The ophthalmic history revealed mild myopia
since adolescence. The patient wears glasses since
school age without ophthalmic supervision. Past
medical history revealed the von Hippel—Lindau
disease diagnosed in 2017. The disease onset was
6 years ago (2014), manifested with nausea and vom-
iting. A diagnosis of chronic gastroduodenitis was set,
and the patient remained under gastroenterologi-
cal supervision. Episodes of numbness in the lower
extremities were noted since October 2015. Since
August 2016, asthenia, dizziness, choking during
food intake, and sudden weight loss (by 14 kg for
5 months) were noted. In January 2017, she was hos-
pitalized in the City Children’s Hospital No. 2 due
to the deterioration of the condition; tumors of the
brain stem and spinal cord at the level of C2—C3
and Th2—Th12 were detected by magnetic resonance
imaging. Multispiral computed tomography of the ab-
dominal cavity of January 13, 2017 revealed signs of
multiple cystiform lesions of the pancreas.

On January 25, 2017, resection trepanation of the
posterior cranial fossa and microsurgical total remov-
al of the medulla oblongata tumor were performed at
the V.A. Almazov National Medical Research Center.
Histological examination revealed grade I hemangio-
blastoma.

In October 2018, the patient noticed a nodule on
the right side of the neck; referred by a general prac-
titioner, she was hospitalized in the Botkin Infectious
Diseases Hospital. Histological analysis revealed
Hodgkin’s disease (classical) and nodular sclerosis
(NS2). She was then referred for treatment to the
N.N. Petrov Research Institute of Oncology where
she received 2 chemotherapy courses of prednisone,
vineristine, doxorubicin, and etoposide (OEPA) and

2 chemotherapy courses of prednisone, dacarbazine,
vineristine, and cyclophosphamide. In March 2019,
positron emission tomography combined with com-
puted tomography revealed complete remission.

On examination in the Diagnostic Center No. 7
(ophthalmic) on December 12, 2019, visual acuity
without correction of her right eye (RE) was 0.1, with
correction (sph —2.5 D) it was 0.8, and visual acuity
without correction of her left eye (LE) was 0.1, with
correction (sph —2.75 D) it was 0.6. Pneumotonom-
etry revealed IOP of her RE 17.0 mm Hg and IOP of
her LE of 11.5 mm Hg. In both eyes, adnexa were
normal, eye movements were preserved, and anterior
segment was unaltered.

Eye fundus

The vitreous body was transparent in the RE,
and there were no pathologic changes in the macu-
la. There was an oblique insertion of the optic nerve
head (ONH). From the ONH, the considerably and
unevenly dilated inferior nasal branch went to angio-
matous nodes of different caliber in the inferior nasal
quadrant (Figure 1). The largest peripheral node was
covered with a fibrous capsule with vitreoretinal ten-
sion (Figure 2).

In the LE, there were floating elements of hem-
orrhage in the vitreous body and a detachment of
the posterior hyaloid membrane. In the macula, no
pathologic condition was found. There was a periph-
eral retinal tear with an overlying operculum in the
superior temporal quadrant (at the 1 o’clock position)
(Figure 3). In the inferior temporal quadrant, there
was a 2 ONH diameter-sized flat pigment focus with
depigmented lacunae (congenital hypertrophy of the
retinal pigment epithelium) and a strip of preretinal
hemorrhage near it (Figure 4). There was a small
retinal flap tear at the extreme periphery (at the
6 o’clock position). In the nasal quadrant, there was
a group of angiomatous nodules of different calibers
(I=5 ONH diameters) with dilated afferent vessels
extending from the ONH, similar to that in the right
eye (Figure 5). In both eyes, no characteristic of lym-
phogranulomatosis foci were found.

B-scan revealed that the posterior hyaloid mem-
brane in both eyes was detached and partially ad-
herent to the retina in the periphery. In the inferior
nasal quadrants, there were areas of vitreoretinal
interaction with traction (the retina was elevated by
traction). In the nasal quadrant of the RE, there was
a small protruding focus; the protrusion was up to
1.18 mm, and the basis of the lesion was 4.11 mm.
In the nasal section of the LE fundus, there was a
preretinal condensation in the vitreous cavity, and the
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local prominence of the inner contour of the eyeball.
Optical coherence tomography of macula revealed no
pathology in both eyes.

Diagnosis

The von Hippel—Lindau disease, multiple reti-
nal hemangiomas in both eyes, mild complex myo-
pic astigmatism were diagnosed. In the LE, acute
symptomatic detachment of the posterior hyaloid
membrane, multiple peripheral retinal tears, vitreous
hemorrhage, congenital hypertrophy of the retinal
pigment epithelium were detected. The concomitant
diagnosis was Hodgkin’s disease in remission.

On December 13, 2019, barrier laser photoco-
agulation of peripheral retinal tears at 1 o’clock and
6 o'clock positions of the LE was performed using a
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LE. Angiomatosis nodules with dilated afferent and efferent blood
vessels extending from the optic disc

OS. AHruomarosHble y3Jibl ¢ PacLIMPEHHBIMH MUTAIOLLUMH U Jpe-
HUPYIOLMMHU COCY/IAMH, TSHYLIUMUCS OT JMCKa 3PUTEJILHOTO HepBa

ZEISS, VISULAS 523s laser with impact duration
of 0.13 s, spot diameter of 300 pm, impact number
of 210, and power of 180—200 mW.

At the control examination on January 29, 2020,
the patient reported no complaints. Visual acuity
without correction of the RE was 0.1, with correc-
tion (sph —2.5 D cyl —1.0 D) it was 0.9. Visual
acuity without correction of the LE was 0.1, with
correction (sph —2.75 D cyl —1.25 D) it was 0.8.
Intraocular pressure measured with [Care tonometer
was 14.5 mm Hg in the RE and 14.3 mm Hg in
the LE. There were no changes in the RE condition.
In the LE, the anterior segment was unaltered, the
vitreous body was transparent, tractional peripheral
tears were surrounded by a barrier of pigmented laser
spots, the retina was attached, there were no new
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tears, preretinal hemorrhage resolved, and angioma-
tous nodes had no changes.

Further treatment approach to retinal angiomas
takes into account concomitant diseases, high visual
acuity, severity of nodules, lack of leakage, and high
risk of complications during any surgical procedure.
It was decided to perform only a follow-up.

CONCLUSION

The von Hippel—Lindau disease requires an in-
terdisciplinary approach in monitoring and treatment
of patients. Treatment of retinal hemangioblastomas
aims at preventing exudative complications and retinal
detachment. Careful monitoring of retinal changes us-
ing wide-angle photography is required to document
lesions and changes caused by disease progression.

Currently, various methods are used to treat
retinal hemangiomas in von Hippel—Lindau disease
(laser, vitreoretinal surgery, radiation therapy, and
antiangiogenic therapy). The choice of treatment
depends on the size and location of hemangiomas
and on existing complications. Currently, laser co-
agulation is the leading treatment method that can
effectively destroy angiomas of up to 3 mm in size.
Antiangiogenic therapy can stop the progression of
small retinal lesions and reduce retinal exudation
and edema in some cases [4]. Vitreoretinal surgery
is used for severe exudative changes with a threat of
development or already developed traction or exuda-
tive retinal detachment.

Information about the authors

The best results were revealed by early detection
of angiomas and laser coagulation of angiomatous
nodes.

In this clinical case, the combination of severe
concomitant pathology raises the question of choos-
ing the treatment approach for retinal hemangioblas-
tomas taking into account the general condition while
maintaining high visual functions, and the absence
of retinal exudation and lesion of the macular zone.
Assessment of the dynamics of the angiomatosis de-
velopment was impossible due to the short follow-up
period and the lack of objective information on the
condition of the fundus over the past 3 years.
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