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ABSTRACT

Bullous scleroderma is a rare variant of localized scleroderma characterized by the formation of subepidermal tense blisters.
At the moment, the etiology and pathogenesis of dermatosis is not fully understood, but a number of authors consider
the pathology of the endocrine system as a trigger for the development of localized and systemic scleroderma.

Untimely or erroneous diagnosis of bullous scleroderma leads to the risk of developing a systemic process, irreversible
cosmetic defects and even disability.

Treatment of bullous scleroderma should be complex and multicourse with the inclusion of systemic glucocorticoids,
antibacterial and cytostatic drugs, agents that improve microcirculation, as well as topical glucocorticoids of the 3-4th class
of activity, regenerating agents. Physiotherapeutic methods of treatment such as PUVA and UVA therapy are widely used;
there are reports on the successful use of a combination of immunosuppressive mycophenolate mofetil and extracorporeal
photopheresis, as well as intravenous infusions of N-acetylcysteine. In addition to traditional drug and physiotherapy therapies,
the use of biological therapies is currently being considered.

The article presents a rare case of scleroderma bullosa on the background of pronounced chronic endocrine pathology.
The interest of this clinical case lies not only in the rare form of the disease and the progressive nature of the course of
dermatosis, but also in the probable association of dermatosis with the patient's endocrine gland diseases in the form of
panhypopituitarism due to adenohypophysis macroadenoma with the development of secondary hypothyroidism and adrenal
insufficiency. In our observation, the steady negative dynamics of the skin process — from localised plaque scleroderma with
subsequent transformation into the bullous form, and further into a probable systemic process — drew attention.

Taking into account the severity of the disease course, the presence of concomitant chronic endocrinopathy, as well as
positive specific serological reactions for the systemic form of scleroderma, in the presented clinical case the patient needs an
interdisciplinary approach and constant dispensary observation.
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KnnHnyeckwmia cnyyan

Knunuueckuit cnyyau 6ynneésHon cknepoaepMuu
Yy COMaTU4YeCKM OTArOLLEHHOU NALMUEHTKU

E.C. CHapckas, H.I1. Tenniok, J1.M. LHaxosa, [1.A. MbiwnsHosa, H0.M. CeMuknet

MepBbit MoCKOBCKHUI rocyfapCTBEHHBIA MeAUUMHCKUA yHuBepcuTeT uMenn .M. CeueHoBa (CeueHoBckui YHuBepeuteT), MockBa, Poccus

AHHOTALMSA

BynnésHas ckiepoaepMns — pefKWA BapuaHT JIOKaNIM30BaHHON CKIepoaepMUM, XapaKTepusytoLminca obpa3oBaHueM cyb-
3NUAepManbHbIX HaNPSXKEHHBIX Ny3bipei. B HAacTOALLMIA MOMEHT 3TMONOMUS W NaToreHe3 AepMato3a U3yyeHbl He 40 KOHUQ,
0[JHaKO pAf, aBTOPOB paccMaTpMBalOT NATosOrMI0 3HAOKPUHHOM CUCTEMBI KaK TPUITEp pa3BUTUS NIOKANIM30BaHHOW U CUCTEM-
HOM CKIepoAepMuMM.

HecBoeBpeMeHHas unu owMbOYHasA AMarHOCTUKa DYNIE3HONM CKIEpPOLEpMUM BEAET K PUCKAM PasBUTUA CUCTEMHOCTM Mpo-
Liecca, HeobpaTUMbIX KOCMeTUYECKUX Ae(EeKTOB U Aaxe UHBANUGHOCTH.

Jleyenme BynnésHom cknepofepMun LOMMKHO HbITb KOMMAEKCHBIM U MHOTOKYPCOBbIM C BKIIOYEHUEM CUCTEMHBIX FTIIOKOKOp-
TUKOMIOB, aHTMOaKTEpUaNbHBIX U LIUTOCTATUYECKUX NpenapaToB, CPeACTB, YAYULIAKLIMX MUKPOLMPKYNALMIO, a TaKKe Tonu-
YECKUX TTIIOKOKOPTUKOMAOB 3—4-r0 Kacca aKTUBHOCTM, pereHepupyrowux cpencts. LLnpoko npuMeHstotca ¢usnoTepanes-
TUYECKUE MEeTobI NleyeHus, Takue Kak MYBA n YOA-Tepanus; uMetoTca coobLieHns 06 ycrneLwHoM NpMMeHeHU KOMBMUHaLMK
MMMyHOCYNpeccuBHOro MUKodeHonata ModeTuna u aKcTpakopnopanbHoro dhotodepesa, a TakKe BHYTPUBEHHBIX MHDY3WiA
N-aueTunuumctenHa. oMUMO TPaAMLMOHHBIX JIEKAPCTBEHHBIX M QU3MOTEpaneBTUYECKUX CMOCOBOB Tepanuu B HacTosLlee
BpeMs paccMaTpuUBaeTCs BOMPOC NpUMeHeHus 61onornyeckon Tepanmm.

B ctatbe npeacTaBnieH pefKkuiA Cryyaii OynnésHom CKiepoaepMuM Ha GOHe BbIPAXEHHOW XPOHWUYECKOM 3HAOKPUHHON naTo-
noruu. MIHTepec [LaHHOr0 KIIMHUYECKOro Ciyyas 3aK/Ilo4aeTca He TONbKO B pefiKoii hopMe 3aboneBaHus 1 NporpeccupyroLLem
XapaKTepe TeYeHWUs epMaTo3a, Ho U BEPOSTHOM accoumaumm AepMaTosa C UMEHLLMMUCA Y NaUMEHTKM 3aboneBaHNAMM 3H-
LOKPUHHBIX JKENE3 B BUAE MaHrMNonuTyuTapusMa BCNEACTBME MaKPOaAeHOMbl afileHornnodusa C pasBuTUEM BTOPUYHOMO
rMnoTUPen3a U HaAMo4YeYHNKOBOW HeJ0CTaTOMHOCTH. B HalweM HabntopeHnn obpaliana Ha cebs BHUMaHMe HeYKII0HHas oT-
puLaTenibHas AMHAMKKA KOKHOMO mpoLiecca — OT JI0KaIN30BaHHOW BNiSiLLeYHoi CKepogepMum ¢ nocneayloLien TpaHcdop-
Mauueii B Oynnésnyto popMy, a fianee B BEPOATHLIN CUCTEMHBIV NpoLiecc.

YuuTbiBas TAXKECTb TeYeHWs 3aD0NeBaHuns, HanuMe CONYTCTBYHILLEA XPOHUYECKON 3HAOKPUHONATMM, @ TaKKe BbISIBNEHHbIE
NONOXMUTENbHbIE CNELMUYECKUE CEPONIOTMYECKUE PEAKLMM 1S CUCTEMHOI (HOPMbI CKIIEPOLEPMUM, B NPEACTABNEHHOM K-
HWYECKOM Crlyyae naumeHTKe HeobX0ANMM MEXANCLIMMAMHAPHBIA NOAX0 U MOCTOSIHHOE AUCnaHCepHoe HabmogeHue.

KnioueBble cnoBa: CKnepoaepmusa 6y1'IJ'Ié3HaF|; 3TNOJI0MUA; ANArHOCTUKA W Jie4eHue.
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DERMATOLOGY

BACKGROUND

Bullous scleroderma is a rare variant of localized
scleroderma characterized by the appearance of
subepidermal tense blisters within plaques of scleroderma.
When these blisters rupture, they reveal an extensive eroded
surface [1-3]. This form of dermatosis was first described by
P.A. Morrow in 1896 [4].

Cases of bullous scleroderma are extremely rare: as of
2012, not more than 100 cases were reported in the literature
worldwide. This form accounts for 1.4 to 7.5% of all cases of
localized scleroderma [5, 6].

The etiology and pathogenesis of bullous scleroderma
remain debatable [7]. A number of authors have identified
obstruction of cutaneous lymphatic vessels in the context
of the sclerotic process in the dermis as a key factor in
blister formation [8], which explains the most frequent
localization of eruptions on the skin of the lower limbs
[9]. However, this theory does not explain the formation
of bullous elements in the absence of lymphatic vessel
obstruction and with subsequent lymphangiectasia on
histopathological examination of a skin biopsy [7, 10].
However, as early as in 2002, Rencic et al. [6] identified
four main pathogenetic mechanisms for the formation of
bullous elements in bullous scleroderma: subepidermal
edema, secondary lymphangiectasia associated with dermal
fibrosis, obstruction of cutaneous lymphatic vessels, and
immune-mediated damage to the dermoepidermal junction.
Fernandez-Flores et al. [7] described three cases of bullous
scleroderma, highlighting mechanical trauma as the leading
trigger for the onset of the dermatosis. Also, a number of
authors have observed an association between certain
autoimmune diseases and endocrine pathology [11, 12]. Thus,
in a 2024 study, not only was a link established between
thyroid diseases inducing hypothyroidism and scleroderma,
but an inverse correlation was also found between thyroid
hormone levels and the activity of the autoimmune process
[13]. Wu et al. [14] in their systematic review described an
increase in prolactin produced by the pituitary in patients
with scleroderma compared to the control group. In 2008,
a clinical case of scleroderma with erosive-ulcerative skin
lesions associated with panhypopituitarism due to probable
impaired blood supply to the pituitary vessels was described
for the first time in a 53-year-old female patient [15]. Isolated
cases of bullous scleroderma in the setting of graft-versus-
host disease [16, 17], radiotherapy [18], medications, and
other autoimmune conditions have also been described
[19-22].

The clinical presentation of bullous scleroderma is
a typical pinkish-brown or greyish-whitish plaque ranging
from 5 to 20 cm in diameter, surrounded by a rim of
erythema, on the surface of which blisters with clear, less
often serous or hemorrhagic contents, are located [3, 6, 7,
23]. When the blisters rupture, an extensive eroded surface
with poorly defined borders around the ruptured bullous
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element is revealed [24]. The scarring process is extremely
complex, often with secondary infection, subsequent atrophy,
and persistent skin hyperpigmentation [3]. Typical subjective
sensations are pain, a feeling of tightness, and less often
itching in the area of the eruptions [3].

The histological pattern of bullous scleroderma consists in
thickening of collagen fiber bundles and hyalinization, dilation
of the cutaneous lymphatic vessels, and the formation of
subepidermal blisters at the level of the lamina densa. In the
epidermis, atrophy is observed, with possible vacuolization
of basal keratinocytes and infiltration of the dermoepidermal
junction by lymphocytes and plasma cells [1, 25].

Laboratory diagnosis of bullous scleroderma includes
complete blood count, clinical chemistry test, and clinical
urinalysis [26, 27]. Additional patient examination methods
involve determining the levels of antinuclear factor, anti-
topoisomerase | antibodies, anticentromere antibodies, and
anti-RNA polymerase Il antibodies to exclude systemic
involvement [28-30], as well as testing for anti-Borrelia
antibodies [31, 32]. Instrumental diagnostic methods
include computed tomography and magnetic resonance
imaging to exclude deeper tissue involvement [33, 34],
dermatoscopy as a method for assessing the degree of
process activity [35], and pathological examination of
biopsy material [36].

The diagnosis of bullous scleroderma is made based
on the patient's history, clinical presentation of the
disease, and histological examination findings. Patients
are recommended to undergo a thorough examination and
consult a rheumatologist to rule out systemic scleroderma
and other connective tissue diseases. When cosmetic defects
form, a consultation with a plastic surgeon is conducted to
determine the possibility of surgical correction [30].

During diagnostics, bullous scleroderma should be
differentiated from the bullous form of lupus erythematosus,
pemphigus vulgaris, and bullous pemphigoid of Lever
(Table 1) [1, 3, 7, 25, 37-391.

Treatment of the bullous form of scleroderma should
be comprehensive and involve multiple courses, including
systemic glucocorticoids, antibacterial and cytostatic agents,
medications that improve microcirculation, as well as topical
glucocorticoids of potency classes llI-IV and regenerative
agents [6, 40, 41]. Non-pharmacological treatment methods
are widely used, such as PUVA (psoralen + ultraviolet A) and
UVA therapy [6, 42]. In 2008, Schlaak et al. [43] reported
successful use of a combination of the immunosuppressive
drug mycophenolate mofetil at a dose of 2 g/day and
extracorporeal photopheresis in a patient with extensive
bullous and erosive-ulcerative skin lesions. Successful
treatment of a skin ulcerative defect in a patient with bullous
scleroderma using intravenous infusions of N-acetylcysteine
at a dose of 15 mg/kg per hour over 5 hours daily for
14 days has been described [44]. In addition to conventional
pharmacological and non-pharmacological methods, the use
of biologics is currently being considered [45].
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Table 1. Differential diagnosis of scleroderma bullosa

Tom 27 N° &4, 2024

Poccuickmit KypHan

KOXHBIX M BEHEPUHECKMX bonesHeit

Diagnosis

Scleroderma bullosa

Lupus erythematosus
bullosa

Vulgar vesicles

Lever’s bullous
pemphigoid

Age, years

Gender

Localisation of rashes

Clinical picture

Subjective symptoms

Pathohistology

Specific studies

40-50

More common in
women

More often affecting the
lower limbs, but can be
generalized

Ivory-colored plaques,
on the surface of which
are blisters filled with
clear or hemorrhagic
fluid. When these
blisters rupture, an
eroded surface is
revealed with indistinct
borders at the periphery
of the ruptured bulla

Tenderness and
a feeling of tightness

In the dermis: thickening
of collagen fibers,
hyalinization, and

dilation of lymphatic
vessels at the level of
the lamina densa. In the
epidermis: atrophy and
vacuolization of basal
cells

Antinuclear factor (HEp-
2), anti-topoisomerase
| antibodies (anti-Scl
70), anticentromere
antibodies, anti-
RNA polymerase
Il antibodies, and
antibodies to Borrelia
burgdorferi

Young people

More common in women

Generalized

Tense vesiculobullous
lesions on normal or
erythematous skin,
tending to group.
Erosions that form
upon blister rupture
leave prolonged
depigmentation after
epithelialization

Often pruritus

In the dermis:
neutrophilic
microabscesses in
dermal papillae,
basophilic degeneration
of collagen, mucinosis,
perivascular infiltrates.
In the epidermis:
vacuolization of basal
cells

Antinuclear antibodies,
anti-extractable nuclear
antigens antibodies, anti-
native DNA antibodies,
anti-cytoplasmic antigens
antibodies (SS-A,
SS-B), antiphospholipid
antibodies, anti-
cardiolipin antibodies,
anti-nucleosome
antibodies, lupus
anticoagulant,
complement component
testing (C3, C4),
anti- collagen type VII
antibodies

40-60

Similar incidence

Mucous membranes,
generalized distribution
on the skin

On mucous membranes:
mild solitary blisters on
apparently unchanged
mucous membranes,
rapidly transforming into
erosions. On the skin:
blisters on unchanged
skin with serous
contents

Burning, tenderness

Intraepidermal
blisters, basal cells
tightly attached
to the basement
membrane (“tombstone
appearance”).
Acantholytic cells may
be present in the blister
cavity

Circulating anti-
desmoglein 3 and anti-
desmoglein 1 antibodies

(ELISA), anti-130 kDa
and anti-160 kDa
antibodies (immunoblot),
“fish-scale” antibody
deposition around
keratinocytes in the
spinous layer of the
epidermis (direct IF)

>70-80

Similar incidence

More commonly
generalized

Tense blisters in the
setting of edematous
erythema with serous
or serous-hemorrhagic
content. After the
blisters rupture,
erosions rapidly
epithelialize, forming
yellow-brown crusts

Pruritus, burning

In the dermis:
inflammatory
infiltrate consisting
of eosinophilic and
neutrophilic leukocytes,
subepidermal blister

Circulating antibodies
(indirect IF), anti-BP180
and BP230 antibodies
(ELISA), anti-180 kDa
and anti-230 kDa
antibodies (immunoblot),
antibody deposition
along the lamina lucida
(direct IF)

Note. N®A (ELISA) — enzyme-linked immunosorbent assay; PU® — immunofluorescence reaction.
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DERMATOLOGY

CASE DESCRIPTION

Patient information

Patient T., a 48-year-old woman, presented with
complaints of extensive eruptions located on the skin of the
face, trunk, upper and lower extremities, accompanied by
tenderness, a feeling of tightness, and pruritus.

History. The patient considered herself unwell from
March 2019, when, following an injection of an ibandronic
acid product, initial eruptions appeared on the abdominal skin
accompanied by pruritus. Upon consulting a dermatologist in
her locality, a diagnosis of allergic dermatitis was made, and
she was prescribed dexamethasone at a dose of 4 mg twice
intramuscularly, antihistamines, and topical glucocorticoids.
On therapy, a slight positive response was noted, as evidence
by a reduced erythema intensity of the eruptions. However,
by October—November 2019, the patient observed a spread of
eruptions in the form of bluish-burgundy patches on the trunk
and both upper and lower limbs, and reported a sensation of
tightness in the affected areas.

In December 2019, upon a follow-up visit to
the dermatologist, a clinical diagnosis of scleroderma was
first established, and a consultation with a rheumatologist
was recommended. Following laboratory investigations for
antinuclear antibodies (HEp-2, titer: 1:640 sp), a systemic
pathological process was excluded, and active topical therapy
with glucocorticoids and calcineurin inhibitors was advised.

Throughout 2020, the dermatitis continued to progress
steadily amid the unfavorable epidemiological situation
(COVID-19 pandemic). The patient did not receive vaccination
and contracted COVID-19, without complications.

In November—-December 2021, the patient noted the
appearance of bullae on the existing lesions, which ruptured
when damaged by clothing, resulting in moist erosions. She
self-administered antihistamines, gently applied Fucorcin
topically to the eroded areas, and used Solcoseryl gel.

In March 2022, due to the extent, progression, and
severity of the skin condition, she was hospitalized at the
V.A. Rakhmanov Clinic of Dermatology and Venereology,
where a diagnosis of “localized scleroderma, bullous
form” was established. Systemic glucocorticoid therapy
with prednisolone at 40 mg/day was initiated, followed by
dose tapering with appropriate corrective therapy, as well
as antibacterial therapy. During therapy, a marked positive
response was observed, including regression of bullous
eruptions and epithelialization of erosions. No evidence of
systemic involvement was detected upon further evaluation.

Since December 2022, the patient has experienced
another exacerbation of the dermatitis, which occurred
following mechanical trauma to the temporal region of the
head. Subsequently, she noted an increase in the lesion in the
temporal area to 3 cm in diameter, as well as the appearance
of new lesions and enlargement of existing lesions on the
trunk and limbs.
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Comorbidities: pituitary macroadenoma for which
non-radical adenectomy was conducted in 2011;
panhypopituitarism with secondary hypothyroidism and
adrenal insufficiency; secondary hypogonadism; amenorrhea;
osteoporosis.

Allergic history: Non-contributory.

Physical, laboratory, and instrumental findings

Status localis: The skin involvement is extensive and of
a chronic inflammatory nature, presenting multiple lesions
localized on the temporal regions, neck, abdominal skin,
lower back, and thighs.

Eruptions on the skin of the left temporal region are
represented by pink erosions with rounded contours,
surrounded by yellow-brown crusts (Figure 1). The eruptions
on the abdominal skin extend to the skin of the mammary
glands and present as pink-red and greyish-white extensive
areas with rounded shapes and blurred borders, measuring
up to 15-20 cm in diameter. The lesion surface displays
isolated bullous elements with flaccid upper layer, containing
clear and serous-hemorrhagic fluid, alternating with reddish
erosive areas ranging from 1to 10 cm in diameter, the majority
of which are covered with large dark brown crusts (Figure 2).
On the skin of the lateral surfaces of the thighs and partially
on the buttocks and sacral region, eruptions are represented
by white-pink plaques, on the surface of which there are red
erosions measuring up to 5 cm in diameter with dark brown
crusts at the periphery of the lesions (Figures 3, 4). On the

Fig. 1. Bullous scleroderma: foci on the skin of the left temporal

region.
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Fig. 2. Multiple foci on the skin of the abdomen and mammary
glands (general view).

Fig. 3. Multiple foci on the skin of the left lateral surface of the
trunk.

skin of the anterior surfaces of both thighs, there are linear
elongated plaques with blurred borders, on which areas
of greyish atrophy, burgundy erosions, and large greyish-
brown crusts alternate (Figure 5). On the neck, symmetrical
plaques of rounded and irregular shapes with clear borders
are observed. The plague on the right side of the neck is
white with a smooth, shiny surface measuring up to 12 cm in
diameter (Figure 6, a). The plaque on the left side of the neck
is whitish-pink with isolated brown crusts on the surface
(Figure 6, b).

DOl https://doiorg/10.17816/dv634008

Fig. 5. Multiple foci on the anterior surface of the thighs.

Subjectively, the patient reports a feeling of tightness,
tenderness, and itching.




DERMATOLOGY

Vol. 27 (4) 2024

Russian journal
of skin and venereal diseases

Fig. 6. Skin foci on the left shoulder (a) and right shoulder and
neck (b).

Laboratory investigations: Complete blood count:
erythrocytes, 4.65x10712/1; hemoglobin, 139 g/l; hematocrit,
42%; platelets, 381x1079/l; leucocytes, 7.74x1079/l;
lymphocytes, 33.4%; neutrophils, 59%; monocytes,
2.3%; eosinophils, 4.3%; basophils, 1.1%; erythrocyte
sedimentation rate, 14 mm/h; color index, 0.9; clinical
chemistry test: glucose, 5.86 mmol/l; total protein, 74 g/l;
albumin, 46.1 g/(; urea, 4.5 mmol/L; uric acid, 399.50 pmol/l;
creatinine, 82 pmol/l; total bilirubin, 17.9 pmol/l; direct
bilirubin, 3 pmol/; cholesterol, 5.7 mmol/l; triglycerides,
0.91 mmol/L; high-density lipoproteins, 1.6 mmol/l; alanine
aminotransferase, 62 u/l; aspartate aminotransferase, 71 u/l;
lactate dehydrogenase, 132 u/l; alkaline phosphatase, 138 u/l;
gamma-glutamyl transferase, 156 u/l; c-reactive protein,
11.8 mg/l; rheumatoid factor, 165 u/ml; urinalysis, color,
yellow; specific gravity, 1.021; transparency, slightly cloudy;
ph, 5; protein, negative; glucose, negative; ketones, negative;

DOl https://doiorg/10.17816/dv634008

nitrites, negative; urobilinogen, normal; leucocytes, 3-6 per
field of view; erythrocytes, negative; mucus, slightly present;
bacteria, slightly present; coagulation profile, activated
partial thromboplastin time, 1.19; prothrombin (quick),
85%; international normalized ratio, 1.09; prothrombin time,
12 seconds; fibrinogen, 4.72 g/l; notably, there is a tenfold
increase in rheumatoid factor levels, along with elevated liver
transaminases, uric acid, cholesterol, and C-reactive protein.

Borrelia infection testing: 196G antibodies to Borrelia
burgdorferi: negative;

Antinuclear factor (HEp-2), 1/640; anti-topoisomerase |
antibodies (Scl-70), 54 IU/L; anticentromere antibodies,
12 U/L;

Conclusion: A fourfold increase in antinuclear factor has
been detected, along with elevated reference values for
anti-DNA topoisomerase | antibodies and anticentromere
antibodies, which may indicate a probable development of
a systemic process.

Hormone blood testing: Adrenocorticotropic hormone,
5 pg/ml; cortisol, 38 nmol/l; thyroid-stimulating hormone,
0.1 miu/l; triiodothyronine, 0.23 nmol/l; follicle-stimulating
hormone, 0.12 miu/ml, luteinizing hormone, 0.09 miu/ml;
prolactin, 560 miu/l; estradiol, 27 pmol/l.

Conclusion: a total decrease in hormone levels produced by
both the anterior pituitary and peripheral endocrine glands is
observed, with a slight increase in prolactin reference values.

Endocrinologist consultation: Due to decompensated
hypothyroidism and secondary adrenal insufficiency,
replacement therapy with thyroid hormones (Euthyrox
150 mg in the morning) and adrenal cortex hormones
(Cortef 5 mg in the morning and 2.5 mg in the evening) is
recommended under the supervision of an endocrinologist
at the place of residence and with monitoring of thyroid and
adrenal hormone levels.

Histopathological examination: Histological examination
of the skin flap biopsy revealed epidermal atrophy, focal
vacuolization of basal keratinocytes, and edema of the
papillary dermis, leading to the formation of subepidermal
blisters. In the dermis, hyalinization and thickening of collagen
bundles with subsequent sclerosis and dilation of lymphatic
vessels were observed. Lymphoplasmacytic infiltrate was
noted in the perivascular space and at the dermoepidermal
junction (Fig. 7).

Conclusion: The morphological picture is consistent with
the diagnosis of “localized scleroderma, bullous form.”

Diagnosis

Based on the clinical presentation of the dermatosis,
results of histopathological examination, medical history
and disease course, a rare form of localized scleroderma —
bullous scleroderma — was diagnosed.

Treatment

Treatment included systemic glucocorticoids
(prednisolone 40 mg daily with dose tapering) with adjuvant
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Fig. 7. Pathomorphological picture presents epidermal atrophy,
focal vacuolisation of basal keratinocytes, swelling of the papillary
layer of the dermis and subepidermal bullae.

therapy consisting of proton pump inhibitors, potassium,
magnesium and calcium supplements combined with
vitamin D; antibiotic therapy (ceftriaxone 1,000 mg once daily
intramuscularly for 10 days); topical combined corticosteroids
with antimicrobial component (Celestoderm with Garamycin)
and tissue regeneration-promoting agents (methyluracil
ointment applied to erosions and crusts twice daily).

Follow-up status

Following comprehensive therapy, the patient showed
marked improvement in skin lesions, with epithelialization
and scarring of erosions resulting in ivory-colored skin
atrophy zones with irregular borders consistent with the size
of bullous scleroderma lesions, and shedding of crusts from
eroded areas (Figures 8-12). No new elements appeared.
Subjective symptoms resolved.

Post-treatment blood tests for serological reactions
showed a two-fold decrease in antinuclear factor (HEp-2
1/320), as well as normalization of anti-DNA topoisomerase |
antibodies (17 I1U/mL) and anticentromere antibodies
(8 IU/mL).

The patient was recommended follow-up with
a rheumatologist for regular monitoring of specific antibody
levels, as well as endocrinologist follow-up to monitor
pituitary and peripheral endocrine gland hormone levels for
appropriate replacement therapy.

DISCUSSION

This article presents a rare clinical case of bullous
scleroderma in the context of significant chronic endocrine
pathology. The interest of this case lies not only in the rare
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Fig. 8. Exodus of the nidus into skin atrophy with telangiectasia on
the surface and single light brown crusts.

Fig. 9. Exodus of multiple foci on the abdomen and mammary
glands into widespread skin atrophy with irregular edges; presence
of areas of hyperpigmentation.

form of the disease and progressive nature of the dermatosis,
but also in the probable association with the patient's
endocrine disorders, namely panhypopituitarism due to
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Fig. 10. Exodus of foci on the skin of the left lateral surface of
the torso.

pituitary macroadenoma with secondary hypothyroidism and
adrenal insufficiency.

Our observation highlights the steady progression of the
skin condition from localized plaque scleroderma to bullous
form, and potentially to a systemic process. According
to several studies, decompensated endocrine pathology
exacerbates the course and prognosis of scleroderma.

Thus, considering the severity of the disease, presence
of concomitant chronic endocrinopathy, and positive specific
serological reactions for systemic scleroderma, this case
requires an interdisciplinary approach and continuous
follow-up.

CONCLUSION

Bullous scleroderma is a relatively rare phenomenon.
Increased awareness among clinicians about the bullous
form of localized scleroderma will contribute to timely
diagnosis, detection of systemic features, and appropriate
interdisciplinary management of patients.
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Fig. 12. Exodus of foci on the skin of the lateral inner surface of
the thighs into atrophy and hyperpigmentation along the contour of
the area of skin atrophy.
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