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Primary biliary cholangitis is one of the more genuinely encouraging chronic liver
diagnoses in this guide series — most people diagnosed today, and treated with a
simple, well-tolerated daily medication, have an excellent long-term outlook. This
guide walks through what PBC actually is, what day-to-day symptoms like fatigue and
itching really involve, and how treatment works.
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A NOTE BEFORE YOU BEGIN

destined to develop it.
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With modern treatment, most people with PBC today never progress to cirrhosis at all. If you've
just been diagnosed, know that the name of this condition includes the word "cirrhosis" for
historical reasons (Section 4) — it does not mean you already have cirrhosis, or that you're
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Your Liver: A Quiet, Hardworking Organ

Before discussing what can go wrong, it helps to appreciate just how much your liver
does every day — usually without you noticing at all.

Your liver is the largest solid organ inside your body, weighing roughly 1.4 kg (about
3 pounds) in an adult. Scientists have identified more than 500 distinct functions it
performs — and one of them, central to this entire guide, is producing bile, a fluid that helps
digest fat and carries waste products out of the body.

The liver's plumbing system

Bile is made continuously by liver cells and travels through a network of small tubes, called
bile ducts, which merge into progressively larger channels before eventually reaching the
intestine. This network is sometimes thought of as the liver's internal plumbing system —
and it's precisely this system that primary biliary cholangitis affects.

What happens when the small bile ducts are damaged

PBC specifically targets the smallest bile ducts within the liver. When these small ducts are
damaged and destroyed, bile can't drain properly from the surrounding liver tissue, building
up and causing injury to nearby liver cells — a process called cholestasis, which is central to
understanding this entire condition.

DID YOU KNOW?

Because bile also carries waste products like bilirubin out of the body, impaired bile drainage is
what causes some of the more visible signs of advanced liver disease, such as jaundice and
dark urine — though, as covered later in this guide, PBC is very often caught and treated long
before these signs ever appear.

KEY POINT

PBC is fundamentally a disease of the small bile ducts, not primarily a disease of liver cells
themselves — this distinction is what separates it from most other conditions in this guide
series and shapes everything about its diagnosis and treatment.

What Is Primary Biliary Cholangitis?

Primary biliary cholangitis (PBC) is a chronic autoimmune condition in which the
immune system mistakenly attacks and gradually destroys the small bile ducts within
the liver.
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"Primary" indicates the condition begins in the liver itself, rather than resulting from a
blockage or another disease elsewhere. "Biliary" refers to the bile ducts. "Cholangitis" means
inflammation of the bile ducts. Put together, the name describes exactly what's happening: a
primary, immune-driven inflammation of the liver's biliary system.

A slow-moving, often quiet condition

PBC generally progresses very gradually, often over decades, and — particularly with
modern treatment — many people never develop the more serious complications covered
later in this guide. This slow pace, combined with effective treatment, is a major part of why
the long-term outlook for PBC has improved so substantially in recent decades.

An autoimmune condition, like others in this guide series

Similar to autoimmune hepatitis (covered in our companion guide), PBC results from the
immune system mistakenly targeting the body's own tissue — in this case, specifically the
cells lining the small bile ducts, rather than liver cells themselves.

KEY POINT

If you've just been diagnosed with PBC, know that this condition, especially when caught
reasonably early and treated consistently, very often allows for a normal or near-normal life
expectancy — this is genuinely one of the better long-term outlooks among the chronic liver
conditions in this guide series.

DID YOU KNOW?

PBC was first clearly described in the medical literature in the 1850s, making it one of the
longer-recognized chronic liver conditions, even though effective treatment didn't become
available until decades later.

SECTION 3

How PBC Develops: The Immune Attack on Bile
Ducts

Understanding the immune process behind PBC explains both why it happens and why
the mainstay treatment works the way it does.

A mistaken immune target

In PBC, immune cells mistakenly identify the cells lining the small bile ducts as a threat and
mount an inflammatory attack against them. Over time, this ongoing immune assault
damages and eventually destroys these small ducts.
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Cholestasis: bile with nowhere to go

As small bile ducts are destroyed, bile produced by nearby liver cells can no longer drain
properly, building up within the liver — a state called cholestasis. This retained bile is itself
toxic to surrounding liver cells, contributing to ongoing injury and, over time, fibrosis.

Progressive scarring, if untreated

Left unchecked over years, this cycle of duct destruction, bile buildup, and cell injury can
lead to progressive fibrosis and, eventually, cirrhosis — following the same general scarring
process described in our companion fibrosis and cirrhosis guides, though driven specifically
by bile duct injury rather than fat, alcohol, or viral infection.

KEY POINT

Because effective treatment (Section 13) works specifically by improving bile flow and reducing
the toxic effects of retained bile, understanding this cholestatic mechanism is central to
understanding why PBC treatment looks different from many other liver conditions in this guide
series.

DID YOU KNOW?

The specific trigger that sets off this immune attack against bile duct cells in any individual
person is still not fully understood, though researchers believe it involves a combination of
genetic susceptibility and environmental factors, discussed further in Section 5.

Why the Name Changed: From "Cirrhosis" to

"Cholangitis"”

If you've encountered the older name for this condition, "primary biliary cirrhosis," it's
worth understanding why the name officially changed in 2015 — a change that
reflects genuinely good news.

Why the old name was misleading

When PBC was first named, doctors primarily saw patients later in the disease course, when
cirrhosis was already present — which is why "cirrhosis" was included in the original name.
As blood testing became more routine, PBC began being diagnosed far earlier, often long
before cirrhosis develops, or ever develops at all with treatment. This meant the name
"primary biliary cirrhosis" was increasingly inaccurate for the majority of newly diagnosed
patients, and, for some, felt frightening or misleading at the point of diagnosis.
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The 2015 name change

In 2015, international patient advocacy groups and medical societies formally changed the
name to primary biliary cholangitis — keeping the same familiar abbreviation, PBC, while
more accurately describing the condition as it's actually diagnosed and experienced by most
patients today: bile duct inflammation, not necessarily cirrhosis.

KEY POINT

If you're newly diagnosed with PBC, the name itself does not mean you have cirrhosis — the
name change happened specifically to correct this potential misunderstanding, reflecting how
early this condition is now typically caught.

DID YOU KNOW?

This name change was driven substantially by patient advocacy — a meaningful example of
patients themselves helping shape more accurate, less stigmatizing medical terminology,
similar in spirit to the 2023 MASLD naming update covered in our companion MASLD guide.

You may still encounter the older name in older medical records, some research papers, or
occasionally in everyday conversation with a clinician who trained before 2015 — this
doesn't reflect outdated care, just older habit. If your own chart or a past report uses
"primary biliary cirrhosis," it's referring to the exact same condition described throughout
this guide, and it's entirely reasonable to ask your care team to update the terminology in
your records going forward if that would feel more accurate and comfortable for you.

Causes & Risk Factors

The exact cause of PBC in any individual person isn't fully known, but research points
to a combination of genetic susceptibility and environmental triggers, similar to other
autoimmune conditions.

Genetic susceptibility

Certain inherited genetic factors, including some of the same immune-related genes
implicated in other autoimmune conditions, are more common in people with PBC,
suggesting a hereditary component to susceptibility — though PBC itself is not directly
inherited in a simple, predictable pattern.
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Possible environmental triggers

Researchers have investigated several potential triggers, including certain bacterial
infections and environmental toxin exposures, that may set off the immune response in
genetically susceptible individuals, though no single definitive trigger has been identified.

Who tends to be at higher risk
* Women are affected considerably more often than men — by a notably wide
margin, one of the strongest sex-based patterns among the autoimmune conditions in
this guide series.
* A personal or family history of other autoimmune conditions is somewhat more
common in people with PBC.

* Most commonly diagnosed in middle-aged and older adults, though it can occur
outside this typical range.

KEY POINT

PBC is not caused by anything you did — it isn't linked to diet, alcohol, or lifestyle choices. It
results from a misdirected immune response in someone with a genetic susceptibility, similar in
spirit to autoimmune hepatitis.

DID YOU KNOW?

Because PBC clusters with other autoimmune conditions, your care team may ask about or
screen for related conditions, particularly autoimmune thyroid disease and Sjégren's syndrome
(a condition causing dry eyes and dry mouth), both of which occur more commonly in people
with PBC.

How Common Is It? Who Is Affected

PBC is considered a rare disease, though it's increasingly recognized, partly thanks to
more routine liver blood testing catching cases that might once have gone
undiagnosed.

Estimates of how many people are affected vary by region and study, but PBC is notably
more common in women than in nearly any other chronic liver condition covered in this
guide series — by some estimates, women are affected roughly nine to ten times as often as
men.

Who tends to be affected
* Women, overwhelmingly, particularly in middle age.
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* People with a family history of PBC or other autoimmune conditions, who have a
somewhat increased likelihood of developing it themselves.

* Rates appear to vary somewhat by geography and ancestry, though PBC occurs
across all populations studied.

DID YOU KNOW?

Because PBC is often diagnosed through routine blood testing showing a specific pattern of
liver enzyme abnormalities (Section 8), rates of diagnosis have risen in recent decades — likely
reflecting increased detection through more routine testing, rather than necessarily a true rise
in how often the condition occurs.

KEY POINT

If you're a woman with unexplained fatigue, itching, or abnormal liver enzymes — particularly a
specific pattern discussed in Section 8 — PBC is worth discussing with your clinician as a
possible, readily testable explanation.

Signs & Symptoms: Fatigue & Itching

PBC's two most characteristic symptoms — fatigue and itching — can significantly
affect quality of life, even when the liver disease itself is otherwise mild and well-
controlled.

Fatigue

Fatigue is one of the most commonly reported PBC symptoms, and can be genuinely
significant, sometimes disproportionate to how mild the underlying liver disease appears on
testing. Its exact cause isn't fully understood, and unlike liver enzyme levels, fatigue doesn't
always improve simply because treatment is working — a frustrating disconnect worth
understanding and discussing openly with your care team.

Itching (pruritus)

ltching, sometimes severe, is another hallmark PBC symptom, believed to relate to
substances that accumulate in the skin due to impaired bile flow. It can affect any part of the
body, is often worse at night, and can significantly disrupt sleep and quality of life.
Section 15 covers management of this specific symptom in depth, since it's often one of the
most burdensome aspects of living with PBC.

Other, less common symptoms
* Dry eyes and dry mouth, particularly if Sjogren's syndrome is also present.
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* Discomfort in the upper right abdomen.
* Jaundice, generally a signh of more advanced disease.

* Yellowish deposits around the eyes (xanthelasma), related to elevated cholesterol,
which can occur in PBC.

KEY POINT

Many people with PBC, particularly when caught early, have few or no symptoms at all —
fatigue and itching, when present, don't necessarily correlate with how advanced the
underlying liver disease is, which is an important, sometimes counterintuitive point.

DID YOU KNOW?

Because fatigue and itching are so often the most bothersome, day-to-day symptoms of PBC —
sometimes more than any liver-specific concern — many specialists consider addressing these
symptoms specifically to be just as important a treatment goal as improving liver blood tests.

How PBC Is Diagnosed

Diagnosing PBC generally combines a specific blood test pattern with a distinctive
antibody test — together building a confident diagnosis in the large majority of cases,
often without needing a biopsy.

Liver blood tests

PBC typically causes a specific pattern on liver blood tests — notably an elevated alkaline
phosphatase (ALP), a marker particularly associated with bile duct issues, often more
prominently elevated than the ALT and AST levels more typical of liver-cell-focused
conditions.

Antimitochondrial antibodies (AMA)

A blood test for antimitochondrial antibodies is positive in the large majority of people with
PBC, making it one of the most useful, specific diagnostic tests in this entire guide series — a
positive AMA result, combined with the characteristic pattern of liver blood tests, is often
sufficient to confidently diagnose PBC without a biopsy.

When a liver biopsy may still be used

A biopsy may be recommended when AMA is negative despite a suggestive clinical picture (a
situation sometimes called "AMA-negative PBC"), when the diagnosis remains unclear, or to
help assess the current stage of fibrosis in certain situations.
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Imaging
Imaging (typically ultrasound) is generally used to rule out other causes of bile duct
problems, such as gallstones or a blockage, rather than to diagnose PBC itself.

KEY POINT

For the large majority of patients, PBC can be confidently diagnosed through blood tests alone
— a positive AMA combined with the characteristic ALP pattern is one of the more
straightforward, non-invasive diagnostic pathways among the conditions covered in this guide
series.

TALK WITH YOUR CLINICIAN

It's reasonable to ask: "Was my AMA test positive, and does my ALP pattern fit typical PBC?" —
understanding these two results helps clarify how confidently your diagnosis was reached.

Staging: From Early Disease to Cirrhosis

Like other chronic liver conditions in this guide series, PBC is staged based on the
amount of fibrosis (scarring) present — and, importantly, the pace of progression is
generally very slow, especially with treatment.

The fibrosis staging scale

PBC follows a similar FO-F4 fibrosis staging system described in our companion fibrosis
guide, with cirrhosis (F4) representing the most advanced stage. Many people with PBC are
diagnosed at an earlier stage (FO-F2), particularly given how often the condition is now
caught through routine blood testing before symptoms or advanced scarring develop.

How staging is assessed

Fibrosis stage can be assessed through elastography (covered in our companion fibrosis
guide), and, less commonly today, through liver biopsy — both approaches help establish a
baseline and track any change over time.

Why treatment response matters more than stage alone

One of the more distinctive, hopeful aspects of PBC care is that response to treatment,
measured through improvement in specific blood tests (Section 17), is itself one of the
strongest predictors of long-term outcome — arguably even more so than the fibrosis stage
at diagnosis in many patients.
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KEY POINT

Because treatment response is so predictive of long-term outcome, and because PBC generally
progresses very slowly, many people diagnosed at an earlier stage and treated consistently
never progress to cirrhosis at all.

DID YOU KNOW?

Several validated scoring systems combine treatment response with other factors to estimate
long-term risk for an individual patient — your hepatologist can explain how these apply to your
specific situation if relevant.

Related & Overlapping Conditions

PBC can occur alongside other autoimmune conditions, both within and beyond the
liver — understanding these connections helps ensure your full picture of health is
being addressed.

Overlap with autoimmune hepatitis

Some people show features of both PBC and autoimmune hepatitis (covered in our
companion guide) — a situation sometimes called PBC-AIH overlap syndrome. This can affect
the specific treatment approach, sometimes combining medications used for each condition
individually.

Sjogren's syndrome

This autoimmune condition, causing dry eyes and dry mouth due to immune-mediated
damage to moisture-producing glands, occurs more commonly in people with PBC than in the
general population, and is worth mentioning to your care team if you experience these
symptoms.

Autoimmune thyroid disease

Both underactive and overactive thyroid conditions occur somewhat more commonly in
people with PBC, making periodic thyroid function testing a reasonable part of overall
monitoring for some patients.

Other associated conditions

Less commonly, PBC has been associated with certain other autoimmune conditions,
including scleroderma and celiac disease — your care team can advise whether screening for
any of these is relevant to your specific situation.
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KEY POINT

If you're diagnosed with an overlapping or associated condition alongside PBC, this reflects
thorough, comprehensive care identifying your full picture — not a sign that your situation is
unusually complicated in a discouraging sense.

DID YOU KNOW?

Because of this clustering, many PBC specialists routinely ask about dry eyes, dry mouth, and
joint symptoms at follow-up visits, even without a specific complaint prompting the question.

Possible Complications

With effective, modern treatment, most people with PBC do very well. Understanding
what can happen without treatment, or in a minority of cases with an incomplete
response to it, helps explain why ongoing management matters.

Progression to cirrhosis

Without adequate treatment, or in the minority of patients with an incomplete treatment
response, ongoing bile duct injury can lead to progressive fibrosis and, eventually, cirrhosis,
with the associated complications covered in our companion cirrhosis guide.

Liver cancer

Once cirrhosis develops, PBC-related cirrhosis carries an increased risk of liver cancer, similar
to cirrhosis from other causes, making regular surveillance an important part of care once
cirrhosis is present, as covered in our companion liver cancer guide.

Bone health

PBC, particularly through impaired bile flow affecting fat and vitamin absorption, is
associated with an increased risk of osteoporosis (weakened bones) — covered in dedicated
detail in Section 16.

Fat-soluble vitamin deficiency

Impaired bile flow can reduce absorption of fat-soluble vitamins (A, D, E, and K), covered
alongside bone health in Section 16.

Elevated cholesterol

PBC is often associated with elevated cholesterol levels, though interestingly, this doesn't
appear to translate into the same increased cardiovascular risk seen with elevated
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cholesterol from other causes — a distinctive pattern your clinician can discuss further if
relevant.

KEY POINT

Most of these complications are substantially reduced by effective, consistent treatment —
reinforcing, once again, why treatment adherence matters so much, even when you feel
completely well.

DID YOU KNOW?

Because of PBC's generally slow progression and effective treatment, many people live for
decades after diagnosis without ever developing cirrhosis or its complications.

SECTION 12

Treatment & Management: The Big Picture

PBC treatment centers on improving bile flow and calming the ongoing immune-driven
injury to bile ducts — and the outlook with modern treatment is genuinely
encouraging for the large majority of patients.

The core treatment goal

Treatment aims to slow or halt the progression of bile duct injury, improve bile flow, and
manage the specific symptoms — particularly fatigue and itching — that most affect quality
of life.

A lifelong, generally well-tolerated treatment

Unlike some conditions in this guide series requiring intensive, higher-risk treatments, first-
line PBC treatment (Section 13) is a single, generally very well-tolerated oral medication
taken daily, for life.

A layered approach for those needing more

For patients with an incomplete response to first-line treatment, additional medications
(Section 14) can be added, reflecting a more layered, personalized approach than PBC
treatment required in the past.

A WORD OF CAUTION

Specific treatment decisions and dosing must be individualized by your treating specialist. This
guide cannot recommend specific treatments or doses. These decisions belong with your
hepatologist.
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KEY POINT

PBC treatment today is simpler, more effective, and better tolerated than it was even a couple
of decades ago — genuinely good news for anyone newly diagnosed.

Ursodeoxycholic Acid (UDCA): First-Line

Treatment

Ursodeoxycholic acid, often shortened to UDCA, is the cornerstone, first-line treatment
for PBC — a well-established, generally very well-tolerated oral medication.

How UDCA works

UDCA is a naturally occurring bile acid that, when given as medication, helps improve bile
flow, reduces the toxic effects of retained bile on liver cells, and appears to have some
protective effects against ongoing bile duct injury.

Why it's the standard first step

UDCA is recommended as first-line treatment for essentially all patients diagnosed with PBC,
given its strong track record, general safety, and meaningful effect on slowing disease
progression when there's an adequate response.

Response to treatment

The large majority of patients show at least a partial improvement in liver blood tests within
the first year of treatment. A good response to UDCA — measured through specific blood test
improvements your hepatologist will track (Section 17) — s itself associated with a
substantially better long-term outlook.

Tolerability

UDCA is generally very well tolerated, with mild digestive symptoms being the most
commonly reported side effect, and is considered safe for long-term, indefinite use.

KEY POINT

Because UDCA works so well for the majority of patients and is so well tolerated, consistent,
daily adherence — even once you feel completely well — is one of the single most important
things you can do for your long-term outlook.
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DID YOU KNOW?

UDCA has been used for PBC treatment since the late 1980s and remains, decades later, the
universally recommended first-line therapy — a genuine testament to how well it works for
most patients.

Because UDCA is generally dosed based on body weight, and because consistency matters
so much for its effectiveness, many patients find it helpful to take it at the same time each
day, alongside an existing daily habit like a morning or evening routine. If side effects or pill
burden ever feel like a barrier to taking it consistently, this is worth raising with your care
team directly rather than skipping doses quietly, since small adjustments to timing or
formulation can sometimes help.

Second-Line Treatments

For patients with an incomplete response to UDCA alone, additional medications offer
real, effective options to further improve outcomes.

Obeticholic acid

A medication that works through a different mechanism than UDCA, targeting a specific
receptor involved in bile acid regulation. It's generally added to UDCA (rather than used
alone) for patients with an incomplete response, and has been shown to further improve the
same liver blood tests used to track treatment response.

Fibrates

A class of medications originally developed for cholesterol management, fibrates have also
shown benefit when added for PBC patients with an incomplete UDCA response, through
effects on bile acid metabolism and inflammation.

How these decisions are made

Whether a second-line treatment is added, and which one, depends on your specific
response to UDCA, other health conditions, and individual factors your hepatologist will
weigh — this is a genuinely individualized decision, not a fixed protocol applied the same
way to everyone.

KEY POINT

Having an incomplete response to UDCA alone is not uncommon, and having additional
treatment options available reflects real, meaningful progress in PBC care over the past decade
— this is not a sign that your situation is unusually difficult.
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A WORD OF CAUTION

Whether a second-line treatment is appropriate for you depends on your individual situation.
This guide cannot recommend specific medications. These decisions belong with your
treating hepatologist.

Managing ltching (Pruritus)

Because itching can be one of the most burdensome, quality-of-life-affecting
symptoms of PBC, it deserves its own dedicated, practical discussion.

Why standard anti-itch approaches often don't help much

PBC-related itching generally doesn't respond well to typical over-the-counter antihistamines,
since it's driven by a different mechanism than allergic itching — understanding this can
save frustration with approaches that aren't likely to help much on their own.

Medications specifically used for PBC-related itching

Several medications, working through different mechanisms than standard antihistamines,
have evidence for treating cholestatic itching specifically, and your hepatologist can discuss
which might be appropriate, sometimes trying more than one approach to find what works
best for you individually.

Practical, supportive measures
* Cool showers or baths, and cool, breathable clothing.
* Fragrance-free, gentle moisturizers, since dry skin can worsen itching.
* Keeping nails short to reduce skin damage from scratching.

* Avoiding overheating, which can worsen symptoms for some people.

KEY POINT

PBC-related itching is a recognized, taken-seriously symptom with dedicated treatment
approaches — you don't need to simply tolerate it, and it's worth raising proactively and
persistently with your care team if it's affecting your quality of life or sleep.

TALK WITH YOUR CLINICIAN

Be specific about how itching affects you — timing, severity, and impact on sleep — since this
detail helps guide which treatment approach is likely to help most.
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Bone Health & Fat-Soluble Vitamins

Because impaired bile flow affects fat and vitamin absorption, bone health and fat-
soluble vitamin status deserve specific, ongoing attention in PBC care.

Why bone health is a specific concern

Bile is needed to properly absorb dietary fat and fat-soluble vitamins, including vitamin D,
which is essential for bone health. Reduced bile flow in PBC can impair this absorption,
contributing to an increased risk of osteoporosis over time, independent of other general
osteoporosis risk factors.

Monitoring and prevention

* Periodic bone density scans (DEXA), generally recommended at diagnosis and then
periodically thereafter.

* Adequate calcium and vitamin D intake, through diet or supplementation as advised
by your care team.

* Weight-bearing exercise, which supports bone strength generally.

Fat-soluble vitamins (A, D, E, K)
In more advanced cholestasis, deficiencies in these vitamins can develop, occasionally

requiring specific supplementation guided by blood testing — your care team can advise
whether monitoring these levels is relevant to your specific situation.

KEY POINT

Bone health monitoring is a standard, expected part of ongoing PBC care, not an indication that
something additional has gone wrong — proactively addressing this specific risk is simply good,
thorough management.

TALK WITH YOUR CLINICIAN

Ask specifically when your last bone density scan was, and when the next one is
recommended, as part of your overall PBC care plan.
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SECTION 17

Monitoring Treatment Response & Your Care
Team

PBC is monitored closely over time, both to track how well treatment is working and to
watch for the complications covered earlier in this guide.

Tracking treatment response

Regular blood tests — particularly alkaline phosphatase and bilirubin — are used to assess
how well you're responding to treatment, using specific, validated criteria your hepatologist
applies to judge whether your current treatment is working adequately or whether an
additional medication should be considered.

Other ongoing monitoring
* Periodic assessment of fibrosis stage, through elastography or other methods.
* Bone density scans, as covered in Section 16.
* Screening for associated autoimmune conditions, as relevant.

* For those with cirrhosis, regular liver-cancer surveillance, as covered in our
companion liver cancer guide.
Who might be on your team
Hepatologist / gastroenterologist Primary care provider Rheumatologist (if overlapping conditions)

Endocrinologist (for bone health) Registered dietitian Ophthalmologist (if Sjogren's present)

KEY POINT — YOU ARE THE CONSTANT

Keeping your own simple record of lab trends and your specific treatment-response status
makes long-term PBC management considerably easier to track over what is generally a many-
decade relationship with your care team.

MAKE THE MOST OF APPOINTMENTS

Worth asking regularly: "Am | responding adequately to my current treatment, based on my
latest blood tests?" and "Should we be considering an additional medication?"
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Living with PBC

With modern treatment, most people with PBC live full, active lives — this section
covers the practical and emotional realities of managing this condition long-term.

A genuinely good long-term outlook
People diagnosed and treated appropriately, particularly those with a good response to

UDCA, generally have a normal or near-normal life expectancy — one of the more
consistently reassuring long-term outlooks among the conditions in this guide series.

Living with fatigue and itching

Because these symptoms don't always fully resolve with treatment, even when liver blood
tests improve substantially, many people find it helpful to pace activity around fatigue, and
to persistently pursue itching treatment options (Section 15) rather than assuming nothing
more can be done.

Emotional aspects

A chronic autoimmune diagnosis, particularly one involving lifelong medication and
persistent symptoms like fatigue, can bring up complicated feelings — frustration, especially
if fatigue or itching significantly affect daily life despite "good" blood test results. These
feelings are completely understandable, and connecting with others who have PBC can
genuinely help normalize this experience.

IF YOU ARE STRUGGLING

If you are experiencing persistent low mood, hopelessness, or thoughts of harming yourself,
please reach out to a healthcare professional or a crisis line. The 988 Suicide & Crisis
Lifeline (call or text 988 in the United States) is free and available 24/7. Support is available.

COMMUNITY MATTERS

Dedicated PBC patient organizations, alongside groups like The Liver and Kidneys Hope Foundation, can
connect you with others who understand this specific condition, including its less visible
symptoms like fatigue and itching.

Special Situations

I PBC management looks somewhat different across certain groups and circumstances.
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Pregnancy

Many people with PBC have healthy pregnancies. UDCA is generally considered compatible
with pregnancy, though itching can sometimes worsen during pregnancy itself — this
warrants coordination between your hepatologist and obstetric team throughout.

Men with PBC

Though PBC is far more common in women, men can be affected too, and some research
suggests men may, in certain studies, have a somewhat different disease course — worth
discussing with your hepatologist if relevant to you.

Overlap syndromes

As covered in Section 10, PBC-AIH overlap requires a more individualized treatment
approach, generally managed by a hepatologist experienced with both conditions.

Older adults

PBC diagnosed later in life is managed with similar principles, with particular attention to
bone health given baseline age-related considerations, and coordination with other
medications and health conditions common in this age group.

TALK WITH YOUR CLINICIAN

If any of these situations apply to you, mention it directly — it may change your monitoring or
treatment approach.

SECTION 20

When PBC Progresses: Cirrhosis & Transplant

For the minority of people who progress despite treatment, or who are diagnosed at a
later stage, cirrhosis and, in advanced cases, transplant evaluation become part of the
picture — options that remain genuinely effective even at this later stage.

Managing PBC-related cirrhosis

If cirrhosis develops, management follows the same principles covered in our companion
cirrhosis guide — monitoring for and managing complications like portal hypertension and
ascites, alongside regular liver-cancer surveillance — while continuing UDCA and any other
PBC-specific treatment.
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Liver transplantation

For those who reach decompensated cirrhosis despite treatment, liver transplantation,
covered in our companion guides, offers a genuinely effective option, with generally
favorable long-term outcomes for PBC patients specifically.

PBC recurrence after transplant

PBC can, in a minority of cases, recur in the transplanted liver over time, though this is
generally slow to develop and often manageable — ongoing monitoring after transplant
accounts for this possibility.

KEY POINT

Progression to cirrhosis is increasingly the exception rather than the rule in treated PBC — and
even for those who do progress, effective treatment pathways, including transplantation,
remain genuinely available and effective.

DID YOU KNOW?

PBC was historically one of the more common reasons for liver transplantation, but as UDCA
treatment became widespread starting in the 1990s, the proportion of transplants performed
specifically for PBC has notably declined — a genuine, measurable public-health success story.

Prevention & Myths vs. Facts

Because PBC isn't linked to modifiable lifestyle factors the way some liver conditions
are, prevention here centers mainly on early recognition and consistent treatment
once diagnosed.

Prevention (of complications)

* Early diagnosis, particularly through routine blood testing that can catch PBC before
symptoms or significant fibrosis develop.

* Consistent, lifelong UDCA use once diagnosed — the single most impactful protective
factor available.

* Regular monitoring of treatment response, bone health, and associated conditions.

* Proactively managing itching and fatigue, rather than assuming nothing can be
done.
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Myths vs. facts

Myth Fact

"PBC means | already have cirrhosis." The name reflects historical naming, not your current
disease stage — many people with PBC never develop
cirrhosis, especially with treatment.

"PBC is caused by alcohol or poor diet." PBC results from a misdirected immune response, not
lifestyle factors — it is not caused by anything you did.

"If my liver blood tests look fine, my itching  Fatigue and itching don't always track with liver blood
and fatigue should also be gone." test improvement — they deserve their own, separate
treatment attention.

"There's nothing that can be done about Several specific, effective treatment approaches exist
PBC-related itching." for cholestatic itching — it's worth pursuing persistently
with your care team.

"Only women get PBC, so men don't need While far less common in men, PBC can and does occur

to worry about it." in men too, and shouldn't be dismissed based on sex
alone.

"Since PBC is rare, my doctor probably PBC has one of the more straightforward, well-

won't recognize it." established diagnostic pathways in liver medicine —

most hepatologists and many primary care providers
recognize the classic AMA and ALP pattern readily.

"A positive AMA test always means | have AMA is highly specific but not perfectly so — your
PBC." clinician interprets it alongside your liver blood tests
and overall clinical picture rather than in isolation.

KEY POINT

If you remember one thing from this page: PBC is a genuinely treatable condition, and
consistent, long-term use of first-line treatment offers most patients an excellent long-term
outlook.

CLOSING

Questions, Glossary, Resources & Disclaimer

Questions you might ask your doctor
* Was my AMA test positive, and how confident are you in my PBC diagnosis?

* Am | responding adequately to UDCA based on my latest blood tests?
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* Should we consider adding a second-line treatment?
* What options exist for managing my itching or fatigue specifically?
* When was my last bone density scan, and when is the next one due?

* Do I show any signs of an overlapping autoimmune condition?

Glossary

Term Plain-language meaning

AMA (antimitochondrial A specific antibody found in the large majority of people with PBC; a

antibodies) key diagnostic test.

Cholestasis Impaired bile flow, the central mechanism of injury in PBC.

Fibrates A medication class, originally for cholesterol, used as a second-line
PBC treatment.

Obeticholic acid A second-line medication for PBC patients with an incomplete
response to UDCA.

Pruritus The medical term for itching, a hallmark PBC symptom.

UDCA (ursodeoxycholic acid) The first-line, cornerstone medication for PBC.

About The Liver and Kidneys Hope Foundation

The Liver and Kidneys Hope Foundation (TLHF) is a Nevada-based 501(c)(3) nonprofit dedicated to liver-
health education, community support, and outreach. Through educational materials like this
guide, community programming, our chapter network, volunteer efforts, and fundraising
initiatives, we work to raise awareness of liver conditions and support the people affected by
them, including those living with primary biliary cholangitis. The Foundation is not a medical
provider and does not deliver clinical care.

A NOTE ON SOURCES AND CURRENCY

This guide reflects widely accepted, general medical understanding of PBC intended for patient
education. It does not cite individual studies, and treatment approaches continue to be refined.
For the most current, individualized information, your healthcare team is the best resource.

The Liver and Kidneys Hope Foundation - Educational use only - not medical advice Page 24 of 25



THE LIVER AND KIDNEYS - Understanding Primary Biliary
Fral
HOPE FOUNDATION Cholangitis

Full disclaimer

PLEASE READ

This publication is provided by The Liver and Kidneys Hope Foundation for eral educational purposes
only. It is not medical advice and is not a substitute for professional diagnosis, treatment, or
the judgment of a qualified, licensed healthcare provider who knows your personal history. The
Liver and Kidneys Hope Foundation is edical provider and does not practice medicine, provide
clinical services, or establish a provider-patient relationship through this material.

Do not use this guide to diagnose or treat a health problem or disease, and do not disregard or
delay seeking professional medical advice because of something you have read here. If you
think you may have a medical emergency, contact your local emergency services immediately.

The Foundation makes no warranties about the completeness, accuracy, or currency of this
information and accepts no liability for actions taken based on it. Always consult your own
healthcare professional.

The Liver and Kidneys Hope Foundation - Health Education Series (EDU-LIV) - "Understanding Primary Biliary Cholangitis,"
First Edition
© The Liver and Kidneys Hope Foundation. Created for educational and community outreach use.
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