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Dysphagia to solids, not liquids ( 1 year), rigurgitis:

COMORIBIDITIES
• Scleroderma
• Multinodular goiter in euthyroidism
• Vitiligo
• Left DVT

Familiarity for CRC (1° grade: mother)

F"♀
65"y.o. GI,EVALUATION

IN THERAPY WITH
• Nifedipine
• Antiacids
• IPP
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NOV
17



BARIUM SWALLOW TEST 05 JUL 2017

Esofago pervio sino in sede sottocarenale, ampio il suo calibro con aspetti di
ipotonia e ipocinesia.
Subito a valle si evidenzia riduzione di calibro con pervietà però conservata e con
aspetti discinetici con alternanza di tratti di calibro ridotto e tratti di calibro
aumentato. Abbondante il reflusso di bario a monte. Piloro pervio.
Lo stomaco forma ernia transjatale, in corrispondenza le pliche mucose appaiono
più rilevate e disordinate.
Stomaco ad uncino, un po' ipotonico ed ipocinetico, si svuota lentamente.
Bulbo duodenale discinetico con prevalenza di ipertonia.

1° GI4EVALUATION 16
NOV
17



1° GI#EVALUATION 16
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EGDS#10#OCT#2017



1° GI#EVALUATION 16
NOV
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HYSTOLOGICAL#EXAM



MANOMETRY)20)DEC)2017
Sfintere esofageo inferiore ipotonico, normorilasciantesi, di lunghezza ridotta;
assenza di onde peristaltaltiche nel 100% delle deglutizioni liquide; SES liev.
ipertonico.

2° GI)EVALUATION 05
MAR
18



2° GI#EVALUATION 05
MAR
18

EGDS#27#FEB#2018



2° GI#EVALUATION 05
MAR
18

HYSTOLOGICAL#EXAM



MANOMETRY)20)DEC)2017
Sfintere esofageo inferiore ipotonico, normorilasciantesi, di lunghezza ridotta;
assenza di onde peristaltaltiche nel 100% delle deglutizioni liquide; SES liev.
ipertonico.

2° GI)EVALUATION 05
MAR
18

HRTC)12)JAN)2018

CHEST)X;RAY)16)DEC)2017



2° GI#EVALUATION 05
MAR
18

REUMATOLOGICAL#EVALUATION#11#JAN#2018

Conclusioni:*sclerodermia*con*impegno*esofageo*e*polmonare;*per*completare*la*
stadiazione della*paziente*è*necessario*eseguire*un*eco*cuore*con*studio*della*
pressione*polmonare.



TO#SUM#UP
Systemic sclerosis with.gastrointestinal and.pulmonary involvement

! Esophagitis

! Barrett’s esophagus

! Cardial substenosis

F"♀
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Focus

Heterogeneous group of conditions linked by the presence of thickened, sclerotic skin lesions.
LOCALIZED
6 Linear scleroderma

6 Localized and generalized morpheae

SYSTEMIC FORMS (SYSTEMIC SCLEROSIS, SSc):
a multisystem disease characterized by widespread vascular disfunction and progressive fibrosis
of the skin and internal organ.

6 Diffuse cutaneous SSc

6 Limited cutaneous SSc (CREST)

6 SSc sine scleroderma

6 Environmentally induced6 scleroderma

6 Overlap syndromes

SCLERODERMA4DISORDERS



Focus CREST

• Calcinosis: calcium deposits in the skin
• Raynaud’s phenomenon
• Esophageal dismotylity
• Sclerodactily: thickening and thightening of the skin on the fingers and hands
• Telangiectasias: dilatation of capillaries causing red marks onsurface of the skin



Focus

Prevalence from 50 to 300 cases per 1 million persons

Incidence fron 2.3 to 22.8 cases per 1 million persons per year

Ratio Women< Men = 3<4:1

A increased susceptibility among blacks

60% Limited cutaneous SSc
35% Diffuse cutaneous SSc
5% SSc sine scleroderma

EPIDEMIOLOGY
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LSSc
• Raynaud phenomenon for years, occasionaly decades
• Skin involvement limited to hands, face, feet and forearms (acral distribution)
• Dilated nailfold capillary loops, usually without capillary drop<out
• A significant (10<15%) late incidence of pulmunary hypertension
• Renal disease rarely occurs
• Anticentromere antibody in 70<80%

DSSc
• Raynaud phenomenon followed within one year by puffy or hidebound skin changes
• Truncal and acral skin involvemen, tendon friction rubs
• Nailfold capillary dilatation and capillary drop<out
• Early and significant incidence of renal, interstitial lung, diffuse gastrointestinal and myocardial

disease
• Anti Scl 70% (30%) and anti RNA polymerase I,II or III (12 to 15%) antibodies.

Focus LIMITED)VS)DIFFUSE
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Focus SKIN%THICKENING%IN%SSC
Modified Rodnan Skin Score

• Validated measure of skin thickening in clinical trials

• Correlates with internal organ involvement and
survival in diffuse patients

• Thickening assessed in 17 body areas: face/neck,
anterior chest, abdomen, bilateral fingers,, dorsal
hands, forearms, upper arms, feet, lower legs and
thighs

• Each area scored and summed for total score (0B51):

• 0 = normal;
• 1 =mild thickening,
• 2 =moderate thickening, unable to move
• 3 = hidebound, unable to pinch
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Focus PATHOGENESIS
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Focus

Antinuclear antibody (ANA)

• Positive in 95% of patients with SSc

Antitopoisomerase I (anti Scl770) antibody

• Associated with diffuse cutaneous SSc

• Higher risk of severe intertitial lung disease

Anticentromere antibody (ACA)

• Usually associated with limited cutaneous SSc

• Only 5% of patients with dcSSc

Anti RNA polymerase III antibody

• In patients with dcSSc

• Associated with rapidly progressive skin involvement and an increased risk for scleroderma renal crisis

AUTOANTIBODIES

Anti%Scl 70,%ACA,%%anti%RNA%
polymerase III%are%highly specific

(>99.5%)%but are%moderately sensitive%
(20%to%50%).%%

The%autoantibodies are%almost always
mutually exclusive.



Focus CLASSIFICATION*CRITERIA
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NEW$ACR$EULAR$CRITERIA$2013Focus

1980
! SE$0.75
! SP$0.72

2001
! SE$0.75
! SP$0.78

2013
! SE$0.91
! SP$0.92
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SKIN%INVOLVEMENT

• Pruritus

• Edema

• Skin hyperpogmentation or4depigmentation (salt and4pepper)

• Loss of4appendicular hair

• Sclerodactyly

• Digital4ulcers

• Pitting at the4fingertips

• Telangiectasia

• Calcinosis cutis

Focus CLINICAL%MANIFESTATIONS

VASCULAR%DISEASE

• Raynaud phenomenon

• Thromboemobolic disease
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PULMONARY*INVOLVEMENT*

• Interstitial lung disease

• Pulmonary vascular disease (PAH)

RENAL*DISEASE

• Scleroderma renal crisis

CARDIAC*DISEASE

• Pericarditis;9pericardial effusion

• Myocardial fibrosis,9myocarditis

• Heart failure

• Myocardial infarction

• Conduction disturbances/9arrhythmias

MUSCULOSKELETAL*DISEASE

• Swelling of9the9hands,9arthralgia,9myalgia,9
fatigue

Focus CLINICAL*MANIFESTATIONS
NEUROMUSCULAR*INVOLVEMENT

• Cranial,9entrapment,9peripheral cutaneous and9autonomic neurophathies

• Myopathy and9infiammmatory myositis

• Headache,9seizures,9stroke,9radiculopathy,9myelopathy

GENITOURINARY

• Sexual Dysfuction (impotence,9dyspareunia)
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• 90%$of$patients with$SSc have some$degree of$GI$involvement (Schmeiser et$al.$98.9%)

• One half are$symptomatic

• Equal frequency among patients with$the$diffuse$and$limited subtypes of$SSc

• Any part$of$the$GI$tract may be$involved (Esophagus +++)

SJOGREN(THEORY:(SSc affects GI(tract by(an(orderly series of(steps that result in(progressive(dysfuction

1. Neural dysfunction,$a$consequence of$collagen deposits causing vascular derangement,$compression of$the$
nerves,$or$autoimmuneImediated injury

2. Smooth muscle atrophy (most patients present with$symptoms at this stage)

3. Muscle fibrosis,$the$muscle is unable of$responding to$stimuli and$pharmacologic restoration of$funcion is
no$longer possible

GI(HISTOPATHOLOGY:
1. Smooth muscle atrophy

2. Gut wall fibrosis

Focus GASTROINTESTINAL(MANIFESTATIONS
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OROPHARYNGEAL+DYSPHAGIA+(25%)

Involvement of+the+oral an+perioral tissues
• Reduced oral aperture,from,skin thickening,,rigidity and,thinning of,the,soft,palate,and,oral mucosa
• Resorption of,alveolar bone,and,malalignment of,teeth

May lead to
• swalloning difficulties,,
• xerostomia,
• sensation of,residual food remaining in,pharinx,
• nasal regurgutation
• coughing after swallowing
• oral leakage,,retention and,aspiration

Focus OROPHARYNGEAL+INVOLVEMENT
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50#80%&of&patients
with&SSc;&the&most
common&target

Atrophy of)the)smooth
muscle in)the)lower
two3thirds of)the)
tubular esophagus and)
the)lower esophageal
spincter

Abnormal esophageal
motility present in)703
96%)(manometry);
30%)of)these patients
are)asymptomatic

GERD)severity in))
associated with)ILD

Focus ESOPHAGEAL&INVOLVEMENT

(up)to)60%)of)
patients with)
reflux)

dysphagia:
when the)luminal)
diameter is <13)
mm
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UPPER%ENDOSCOPY

ESOPHAGEAL%MANOMETRY
• Hypotensive lower esophageal sphincter with2a2low resting sphincter pressure2(<102mmHg)2
• Low amplitude (<302mmHg)2contractions in2the2distal smooth muscle portion of2the2esophagus or2aperistalsis

! uneffective esophageal transit

BARIUM%ESOPHAGRAM
• Air? filled esophagus on2plain radiograph,2impaired or2absent peristalsis with2dilatation of2the2esophagus,2and2

a2rapid flow2of2contrast medium2in2upright position

Focus ESOPHAGEAL%INVOLVEMENT



GASTROPARESIS*
• Rare
• The'result of'chronic gastric motility alterations! delayed gastric emptying

or'complete'gastric paralysis
• Abdominal pain,'early saziety,'bloating,'nausea,'vomiting,'which may cause'

weight loss and'nutritional deficiences
• Delayed gastring emptying can'make GERD'even worse

GASTRIC*ANTRAL*VENOUS*ECTASIA*(GAVE;*Watermelon stomach)
• 5.7C14%
• Diagnosis made'by'upper endoscopy:'multiple,'parallel longitufdinal columns

of'red vessels within the'gastric antrum radiating to'the'pylorus,'resembling
the'stripes on'a'watermelon.

• Acute'bleeding,'low grade'GI'bleeding,'iron deficiency anemia'

Focus GASTRIC*INVOLVEMENT
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The$second most common$target$inSSc (20460%)

Pathophysiology:-reduced peristalsis! stasis and-intestinal dilatation! symptoms

SIBO$(Small$intestinal Bacterial overgrowth)

• 10730%,->-LcSSc

• Presence of-more-than 1-x-10^5-organisms per-millimeter of-duodenal apirate fluid

• Nonspecific symptoms:-bloating,-flatulence or-abdominal discomfort,-diarrhea (stasis)--

• Malabsorption

HYPOMOTILITY$and$INTESTINAL$PSEUDO4OBSTRUCTION

• Reccurent or-chronic abdominal pain and-bloating

• Acute-symptoms of-abdominail pain,-nausea-and-vomiting with-marked abdominal
distension

Focus SMALL$INTESTINAL$INVOLVEMENT
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PCI$(PneumatosiS cystoides intestinalis)

• Intramural gas+in+GI+tract

• Complications:+intestinal ischemia+and++pneumoperitoneums (rupture of+air+filled cysts in+the+bowel)

MALNUTRITION

• 15>20%,+associated with+a+higher disease activity

• Multifactorial:+
> loss of+appetite
> physical challenges of+eating
> Gastroparesis
> malabsorption secondary to+SIBO+++!
> oral symptoms
> drug side+effects

Focus SMALL$INTESTINAL$INVOLVEMENT

bacteria overgrowth competes with0the0host
for0nutrition and0causes malabsorption
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Focus COLON%AND%ANORECTAL%INVOLVEMENT
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10850%

Pathophysiology:'gastrocolic reflex'in'which
ingested food leads to'significnt spike and'
contractile activity in'the'colon'is absent early in'
SSc

COLONIC%INERTIA
• Slow'transit! constipation,'bloating,'

abdominal pain

DIARRHEA%
• Multifactorial:'SIBO,'pancreatic exocrine

insufficiency or'overflow from'constipation

FECAL%INCONTINENCE
• Result from'involvement of'the'anal sphincter

• Manometric abnormalities:'absent or'
diminished rectoanal inhibitory reflex'and'
decrease in'internal anal resting pressure



Focus LIVER,'BILIARY'TREE'AND'PANCREATIC'INVOLVEMENT
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PBC'
• occurs in'2818%'of'patients with'SSc (Lc'SSc)

• patients with'lcSSc tend to'have a'slower progression
of'hepatic disease compared with'patients with'PBC'
but without SSc

PANCREATIC'EXOCRINE'INSUFFICIENCY
• maldigestion of'fat and'protein leading to'steatorrhea
and'weight loss

• steatorrhea occur until approximately 90%''of'
glandular fuction has been lost



Focus THERAPY
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GERD
Lifestyle and&dietary modification
Calcium channel blokers and&anticholinergic agents&can&potentially worsen reflux
PPI
H2&receptor antagonist
Prokinetic agents
Surgery (?)

Esophageal motility disorders! Prokinetic agents

Stricture! endoscopic dilation



Distal esophageal stricture in SSc
!Peptic stricture (GERD)?

!Neoplastic stricture (Barrett)?

Pulmonary involvement GERD related?

Interstitial lung disease (ILD);is;reported;in;57–86%;of;patients;with;SSc

GERD;is;a;risk;factor;for;ILD
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LUNG%CANCER%

BREAST%CANCER
increased risk (OR=2.6),3but only few studies have suggested a3possible causal relationship
between the3two

ESOPHAGEAL%ADENOCARCINOMA

Focus SSC%AND%CANCER
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Barrett’s esophagus (due/to/crtonic reflux),/particularly with/high/grade/dysplasia,/is the/most risk factor

BE/=//presence of/intestinal architecture in/the/lower esophagus dysplaying a/villiform columnar?lined mucosa/with/goblet cells

Only a/few studies have determined the/prevalence of/BE/and/EAC/in/SSc with/conflicting results

Incidence of)BE))6.8/12.7%)in)SSc (population risk of)BE)<1%)

Wipff 2005:)Barrett’s risk in)SSc

• 14/110/(12.7%)

• Dysplasia 3/14

Wipff 2011:)Cancer risk in)SSc

• 50/individuals with/BE

• 3/years of/follow up

Focus ESOPHAGEAL)ADENOCARCINOMA
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Focus

Incidence of)EAC)in)SSc with)
BE:)0.7%)per)year (vs)0.45%)
per)year in))BE)population)

No)patients developed EAC)
if BE))without dysplasia
occurred at baseline

ESOPHAGEAL)ADENOCARCINOMA
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Focus ESOPHAGEAL)ADENOCARCINOMA
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ENDOSCOPIC SURVILLANCE GUIDELINES



1 US#ENDOSCOPY3° 13
MAR
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HYSTOLOGICAL+EXAM13° 13
MAR
18

DILATATION



THANKS

Dott.ssa Costanza(Orlando


