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The most common etiological agent for acute bronchiolitis  in infancy  is :


1.
Influenza virus.


2.
Para influenza virus.


3.
Rhinovirus.


4.
Respiratory syncytial virus.

Answer

4.
Respiratory syncytial virus.

Reference:

OP Ghai 6th Edition Page 353
Quality
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Status

Repeat

QTDF
Ghai

Discussion

Acute bronchiolitis, a common disease of the lower respiratory tract of infants, results from inflammatory obstruction of the small airways. It occurs during the first 2 yr of life, with a peak incidence at approximately 6 mo of age, and in many localities, it is the most frequent cause of hospitalization of infants. The incidence is highest during the winter and early spring. The illness occurs sporadically and epidemically.
Explanation

Acute bronchiolitis is predominantly a viral illness. The respiratory syncytial virus (RSV) is the causative agent in more than 50% of cases 
Comments

Parainfluenza 3 virus, mycoplasma, some adenoviruses, and occasionally other viruses produce most of the remaining cases. Adenovirus may be associated with long-term complications, including bronchiolitis obliterans and unilateral hyperlucent lung syndrome (Swyer-James syndrome). 
Tips

There is no firm evidence that bacteria cause bronchiolitis. Occasionally, bacterial bronchopneumonia may be confused clinically with bronchiolitis.
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Which of the following is the principal mode of heat exchange in an infant incubator?


1.
Radiation.


2.
Evaporation.


3.
Convection.


4.
Conduction.

Answer


3.
Convection.

Reference:

OP Ghai 6th Edition Page 154
Achar 3rd Edition Page 224

Quality

Reader

Status

Repeat
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Discussion

OPGhai as well as Achar talk about few methods to keep the baby warm. These include
1. Kangaroo mother care

2. Convection warmed incubators

3. Radiant warmers

Explanation

In both books (as well as in other sources) there is a mention of Radiant heater which is different from the incubator.
We are bound to assume that the principle mode of heat exchange in a Radiant heater is radiation, while the principal mode of heat exchange in an infant incubator is convection

Comments

Convection is the transfer of heat by currents within a fluid. It may arise from temperature differences either within the fluid or between the fluid and its boundary, other sources of density variations (such as variable salinity), or from the application of an external motive force. It is one of the three primary mechanisms of heat transfer, the others being conduction and radiation. Convection occurs in atmospheres, oceans, and planetary mantles.
Tips

In the case of Earth's atmosphere, solar radiation heats the Earth's surface, and this heat is then transferred to the air by convection. When a layer of air receives enough heat from the Earth's surface, it expands, becomes less dense and is pushed upward by buoyancy. Colder, heavier air sinks under it and is then warmed, expands, and rises. The warm rising air cools as it reaches the higher, cooler regions of the atmosphere and becomes denser. Since it cannot sink through the rising air beneath it, it moves laterally and then begins to sink. When it reaches the surface again it is heated, and is drawn back into the original rising column. These convection currents cause local breezes, winds, thermals, cyclones and thunderstorms, and at a larger scale, produce the global atmospheric circulation features.

A single region of air with a rising and falling current is called a convection cell.

Heat is lost from the rising air when it radiates into space.
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Late onset hemorrhagic disease of newborn is characterized by all of the following features except:

1.
Usually occurs in cow-milk fed babies.


2.
Onset occurs at 4-12wk of age.


3.
Intracranial hemorrhage can occur. 


4.
Intramuscular vitamin K prophylaxis at birth has a protective role.

Answer


1.
Usually occurs in cow-milk fed babies.

Reference:

Achar 3rd Edition Page 216
Nelson 15th Edition Chapter 89.4
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Discussion

· A moderate decrease of factors II, VII, IX, and X normally occurs in all newborn infants by 48-72 hr after birth, with a gradual return to birth levels by 7-10 days of age. 
· This transient deficiency of vitamin K-dependent factors probably is due to lack of free vitamin K in the mother and absence of bacterial intestinal flora normally responsible for synthesis of vitamin K. 
· Rarely, among term infants and more frequently among premature infants there is an accentuation and prolongation of this deficiency between the 2nd and 7th days of life, resulting in spontaneous and prolonged bleeding. 
· Breast milk is a poor source of vitamin K, and hemorrhagic complications have appeared more commonly in breast-fed than in formula-fed infants. 
· This classic form of hemorrhagic disease of the newborn, which is responsive to vitamin K therapy, must be distinguished from disseminated intravascular coagulopathy and from rarer congenital deficiencies of one or more of the other factors that are unresponsive to vitamin K. 
· Early-onset life-threatening vitamin K deficiency induced bleeding (onset birth-24 hr) is also seen if the mother has been treated with drugs (phenobarbital, phenytoin) that interfere with vitamin K function. 
· Late onset (>1 wk) is often associated with vitamin K malabsorption as noted in neonatal hepatitis or biliary atresia.
Explanation

Self Explanatory.
Comments

Administering 1 mg of natural oil-soluble vitamin K intramuscularly (phylloquinone) at the time of birth prevents the fall in vitamin K-dependent factors in full-term infants
Infants with central nervous system or other bleeding constituting an immediate threat to life should receive a small transfusion of fresh, compatible whole blood or plasma, as well as vitamin K, as soon as possible after blood has been drawn for coagulation studies, which should include determination of the number of platelets.
Tips

The so-called swallowed blood syndrome, in which blood or bloody stools are passed, usually on the 2nd or 3rd day of life, may be confused with hemorrhage from the gastrointestinal tract. The blood may be swallowed during delivery or from a fissure in the mother's nipple. Differentiation from gastrointestinal hemorrhage is based on the fact that the infant's blood contains mostly fetal hemoglobin, which is alkali-resistant, whereas swallowed blood from a maternal source contains adult hemoglobin, which is promptly changed to alkaline hematin upon the addition of alkali. Apt devised the following test for this differentiation:
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Which of the following malformation in a newborn is specific for maternal insulin dependent diabetes mellitus?


1.
Transposition of great arteries


2.
Caudal regression


3.
Holoprosencephaly.


4.
Meningmyelocele.

Answer


2.
Caudal regression

Reference:

1. Michael A Salmon and Richard H Lindebaum, Developmental defects and syndromes HM+M Publishers Page 206 Chapter 9.1

2. Lenz W and Maier W . Congenital malformations and maternal diabetes Lancet 2, 1124

3. Pedersan LM, Tygstrup I, Pedersan J, Congenital malformations in newborn infants of diabetic mothers Lancet 1, 1124

4. Dutta Obstetrics 4th Edition page 303
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Discussion

Congenital malformations continue to be an important cause of perinatal mortality. Major congenital malformations associated with diabetes are caudal regression and renal, cardiac, and central nervous system abnormalities. Current evidence indicates that maternal hyperglycemia causes these abnormalities. Because all occur during the first eight weeks of pregnancy, it is essential to control diabetes well before conception and not wait until the first menstrual period is missed.
	Timing of Congenital Malformation in Pregnancy

	Time
(weeks) 
	

	0
	Ovulation

	1
	

	2
	

	3
	Caudal regression

	4
	Spina bifida, anencephalus

	5
	Transposition, renal abnormalities

	6
	Ventricular septal defects, anal atresia


Explanation

Congenital malformations of in a newborn where mother had insulin dependent diabetes mellitus
· Central nervous malformations are 16 times more likely in these infants. In particular, the risk of anencephaly is 13 times higher, while the risk of spina bifida is 20 times higher. The risk of caudal dysplasia is up to 600 times higher in these infants.
· Renal (eg, hydronephrosis, renal agenesis, ureteral duplication), ear, cardiovascular (eg, single umbilical artery, VSDs, atrial septal defects, TGA, coarctation of the aorta, cardiomegaly), and gastrointestinal (eg, duodenal or anorectal atresia, small left colon syndrome) anomalies are more frequent in these infants.

Comments

Sirenomelia or "Mermaid Syndrome" is a very rare disorder in which the legs are fused together, giving the appearance of a mermaid. This condition is found in approximately one out of every 100,000 live births[1] (about as rare as conjoined twins) and is usually fatal within a day or two of birth because of complications associated with abnormal kidney and bladder development and function. It results from a failure of normal vascular supply from the lower aorta in utero.

Tips

Only a handful cases of patients, who did not have the usual kidney and bladder complications, survived this condition, two of them being Tiffany Yorks of the United States of America and Milagros Cerron of Peru. Both were treated with heavy plastic reconstructive surgery. (I know that these facts are not needed for a PG Entrance MCQ book. Any how I had dwelt in the library to find a reference and chanced to see very interesting facts about this condition
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the prognosis of rhabdomysarcoma is likely to be poor if the site of the tumour is:


1.
Orbit


2.
Para testicular


3.
Extremity 


4.
Urinary bladder.

Answer


3.
Extremity 

Reference:

OP Ghai 6th Edition Page 575
Quality

Reader

Status

Repeat

QTDF
Ghai

Discussion

The most common pediatric soft tissue sarcoma, rhabdomyosarcoma accounts for 5-8% of childhood cancers.
These tumors can occur at virtually any anatomic site but are most often found in the head and neck (40%), genitourinary tract (20%), extremities (20%), and trunk (10%); retroperitoneal and "other" account for the remainder of primary sites. Both age and tumor histologic type appear related to primary site. For example, extremity lesions are more likely to occur in older children and to have alveolar histologic type.
Explanation

Extremity and truncal primaries are generally associated with alveolar histology and poor prognosis
Comments

· Rhabdomyosarcoma is thought to arise from the same embryonic mesenchyme as striated skeletal muscle. On the basis of light microscopic appearance, it belongs to the group of "small round cell tumors," which includes Ewing sarcoma, neuroblastoma, primitive neuroectodermal tumor, and non-Hodgkin lymphoma. Definitive diagnosis of a pathologic specimen may require immunohistochemical studies using antibodies to skeletal muscle (desmin, muscle-specific actin) and electron microscopy to distinguish characteristic features.

Tips

· Determination of the specific histiotype is important in treatment and prognosis. There are four recognized histologic subtypes. 
· The embryonal type accounts for about 60% of all cases and has an intermediate prognosis. 
· The botryoid type, a variant of the embryonal form in which tumor cells and an edematous stroma project into a body cavity like a bunch of grapes, accounts for 6% of cases and is most often seen in the vagina, uterus, bladder, nasopharynx, and middle ear. 
· Alveolar tumors, which account for about 15% of cases, are characterized by the t(2;13) chromosomal translocation. The tumor cells tend to grow in cores that often have cleftlike spaces resembling alveoli. Alveolar tumors occur most often in the trunk and extremities and carry the poorest prognosis. 
· The pleomorphic type (adult form) is rare in childhood (1% of cases). About 20% of patients are considered to have undifferentiated sarcomas.
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Which of the following malignant tumors is radioresistant?


1.
Ewing’s sarcoma.


2.
Retinoblastoma.


3.
Osteosarcoma


4.
Neuroblastoma.

Answer


3.
Osteosarcoma

Reference:

OP Ghai 6th Edition Pages 577, 578, 574 and 576
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Ghai

Discussion

Treatment for osteosarcoma revolves around surgical excision and chemotherapy. Surgery takes the form of either amputation or, in less advanced cases, limb salvage procedures where local resection is performed. Sometimes chemotherapy is used preoperatively in the hope that a non-resectable tumour requiring amputation can be shrunk and a local resection performed. The introduction of combination chemotherapy techniques and of limb sparing surgical procedures have dramatically reduced the mortality and morbidity of osteosarcoma.

Osteosarcoma is radioresistant, and as such, radiation therapy has no role in routine management.
Explanation

Radiation is useful in Ewing’s Sarcoma, Retinoblastoma and Neuroblastoma
Comments

· There are three main modalities of treatment of Neuroblastoma - Chemo, Surgery and Radiation

· Brachytherapy or External Beam Radiation are used in Retinoblastoma

· Ewing’s Sarcoma group of tumours are very well responsive to both chemotherapy and radiotherapy
Tips

Radioresistant tumours are those that do not respond to radiotherapy. This group includes:

· osteosarcoma

· fibrosarcoma

· liposarcoma

· myosarcoma

· malignant melanoma

· large bowel adenocarcinomas

· gliomas
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The most common second malignancy in survivors of retinoblastoma is:


1.
Thyroid cancer.


2.
Nasopharyngeal carcinoma


3.
Optic glioma.


4.
Osteosarcoma.

Answer


4.
Osteosarcoma.

Reference:

Robbins 7th Edition Page 300

OP Ghai 6th Edition Page 577
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Discussion

Retinoblastoma usually develops in the posterior portion of the retina. The tumor consists of small, round, closely packed malignant cells with scanty cytoplasm. Rosette formation occurs, possibly reflecting an abortive attempt at formation of rod and cone cells.
Explanation

The Rb gene also carries an increased risk of other tumors. For example, in about 1% of the survivors of the hereditary form of retinoblastoma, osteosarcoma will develop by about 10 yr of age. These osteosarcomas may occur at an irradiated site or at a nonirradiated site and are sometimes multifocal. It is estimated that 30% of individuals cured of the hereditary form of retinoblastoma will have a second malignancy within 30 yr.
Comments

In trilateral retinoblastoma syndrome, pineal tumors that are histologically similar to retinoblastoma develop in patients with bilateral ocular disease.
Tips

· Rb gene was the first tumor suppressor gene to be sicovered
· p53 is called as “ Molecular Policeman” and “ Guardian of genome”
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The most important determinant of prognosis in Wilms tumor


1.
Stage of disease.


2.
Loss of heterozygosity of chromosome 1p.


3.
Histology.


4.
Age less than one year at presentation.

Answer


1.
Stage of disease.

Reference:

OP Ghai 6th Edition Page 575
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Ghai

Discussion

Wilms tumor accounts for most childhood renal neoplasms and occurs with approximately equal frequency in both sexes and in all races. 
Deletions involving one of at least two loci on chromosome 11 have been noted in cells of about 33% of Wilms tumors. 

· Hemizygous constitutional deletions of one of these loci, 11p13, are also associated with two rare syndromes that include Wilms tumor: 

· the WAGR syndrome (Wilms tumor, aniridia, genitourinary malformations, and mental retardation) and the 

· Denys-Drash syndrome (Wilms tumor, nephropathy, and genital abnormalities). 

· The existence of a second locus, 11p15, may explain the association of Wilms tumor with 

· Beckwith-Wiedemann syndrome, a congenital syndrome characterized by several types of embryonal neoplasms, hemihypertrophy, macroglossia, and visceromegaly. 

· A third locus may be involved in familial Wilms tumor.

Explanation

The prognostic factors are determined by the staging. 
Comments

· While CPDT and Ackermann give importance to Staging (along with Ghai), Rudolph’s Paediatrics and Smith’s Urology give importance to Histology. 

· Nelson aptly states “The most significant prognostic variables are histologic subtype and stage” (Great, Isn’t it !!!!) 
Tips

Contrary to most tumours which have a bilateral involvement, Wilms tumor has 5 Stages.
	Staging of Wilms’ Tumour

	I
	Tumour confined to kidney and completely excised

	II
	Tumour extends beyond kidney but completely excised

	III
	Tumour infiltrates renal fat, residual tumour after surgery. Lymph node involvement of hilum para-aortic or beyond

	IV
	Metastasis in lung and liver, rarely in bone and brain (hematogenous metastasis)

	V
	Bilateral Renal Involvement


The staging system most frequently used is that of the National Wilms Tumor Study (NWTS) group. 

· Stage I tumors are limited to the kidney and can be completely excised with the capsular surface intact. 

· The stage II tumor extends beyond the kidney but can be completely excised. 

· In stage III, there is postsurgical residual nonhematogenous extension confined to the abdomen. 

· Stage IV indicates hematogenous metastases, which most frequently involve the lung. 

· Bilateral (usually synchronous) renal involvement is seen in 5–10% of cases (stage V).
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The finnish type of cogential nephrotic syndrome occurs due to gene mutations affecting the following protein.


1.
Podocin


2.
Alpha-actinin


3.
Nephrin


4.
CD2 activated protein.

Answer


3.
Nephrin

Reference:

Robbins 7th Edition Page 981
Quality
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Status

Repeat

QTDF
Robbins
Discussion

Finnish nephrotic syndrome has been considered as the prototype of Congenital Nephrotic Syndrome, the incidence being 1:8200 in Finnish population. This is inherited as an autosomal recessive disorder, caused by mutation in the NPHS1 gene located on long arm of chromosome 19. NPHS1 gene encodes a 1241 amino acid transmembrane protein nephrin which plays an essential role in the normal function of the glomerular filtration barrier 

Explanation

A mutation in the nephrin gene causes a hereditary form of congenital nephritic syndrome (Finnish type) with minimal change glomerular morphology
Comments

NPHS2 was recently identified as a gene whose mutations cause autosomal recessive steroid-resistant nephrotic syndrome. Its product, podocin, is a new member of the stomatin family, which consists of hairpin-like integral membrane proteins with intracellular NH2- and COOH-termini. Podocin is expressed in glomerular podocytes, but its subcellular distribution and interaction with other proteins are unknown.

Tips

The term nephrotic syndrome was coined by Calvin and Goldberg. The syndrome is characterized by heavy proteinuria, hypoalbuminemia, edema, hypercholesterolemia, and normal renal function.
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Sensorineural deafness may be feature of all, except:

1.
Nail patella syndrome


2.
Distal renal tubular acidosis.


3.
Bartter syndrome.


4.
Alport syndrome.

Answer


1.
Nail patella syndrome

Reference:

Harrison 16th Edition Pages 1698, 1699, 2331

Ganong 22nd Edition Page 715
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Discussion

Nail Patella Syndrome (also called Fong's Disease, Hereditary Onycho-Osteodysplasia ['HOOD'] is characterized by several typical abnormalities of the arms and legs as well as kidney disease and glaucoma. It has been recognized as a hereditary condition for over 100 years and is inherited in an autosomal dominant manner. 
Explanation


1.
Nail-patella syndrome is an autosomal dominant disorder in which the nails are 30-50% their normal size and often have triangular or pyramidal lunulas. The thumbnails are always involved, although in some cases only the ulnar half of the nail may be affected or may be missing. The nails, from the index finger to the little finger, are progressively less damaged. The patella is also smaller than usual, which may lead to knee instability. Bony spines arising from the posterior aspect of the iliac bones, overextension of joints, skin laxity, hyperhidrosis, and renal anomalies may also be present.


2.
DISTAL RENAL TUBULAR ACIDOSIS. The genesis of distal RTA is best explained as a deficiency of hydrogen ion secretion by the distal tubule and collecting duct, although other mechanisms may also be involved. Sensineural deafness usually accompanies the H+ATPase mutation (Autosomal recessive form). (Given in the 16th Edition of Harrison and not in the 15th) 

3.
Bartter syndrome is due to the defective transport in the thick ascending limb of loop of Henle. The condition can be caused by loss-of-function mutations in the gene for any of four key proteins: the Na+-K+-2Cl- co transporter, the ROMK K+ channel, the ClC-Kb Cl- channel or barttin, a recently described integral membrane protein that is necessary for the normal function of ClC-Kb Cl- channels. The stria vascularis in the inner ear is responsible for maintining the high K+ concentration in the scala media that is essential for the normal hearing. It contains both ClC-Kb and ClC-Ka Cl- channels. Bartter’s syndrome associated with mutated ClC Kb channels is not associated with deafness because the Clc-Ka channels can carry the load. However both types of Cl- channels are barttin-dependant, so patients with Bartter’s syndrome due to mutated barttin are also deaf (Ganong 22nd Edition). Hope you understand that Inner Ear lesions lead to sensineural deafness (It is actually sensory loss as per the classification given with question  137 in this book)

4.
Besides kidney involvement, a minority of patients with Alport syndrome. have sensorineural hearing loss, which may begin in the high frequency range but progresses to involve the speech range and results in deafness.
Comments

Few sources (not textbooks) state that Nail patella syndrome is also associated with deafness. But since we have the other choices in standard textbooks, we choose choice 1 as the answer 
Tips

Renal Tubular Acidosis (RTA)
1. Type 1 – Distal RTA

2. Type 2 – Proximal RTA

3. Type 3 – Features of both Type I and Type II due to Carbonic anhydrase deficiency

4. Type 4 – Hyper kalemic distal RTA
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With reference to mumps which of the following is true?


1.
Meningoencephalitis can precede parotitis.


2.
Salivary gland involvement is limited to the parotids.


3.
The patient is not infectious prior to clinical parotid enlargement.


4.
Mumps orchitis frequently leads to infertility.

Answer


1.
Meningoencephalitis can precede parotitis.

Reference:

OP Ghai 6th Edition Page 209
Quality
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Status

Repeat

QTDF
Ghai

Discussion

Mumps is an acute, generalized viral disease in which painful enlargement of the salivary glands, chiefly the parotids, is the usual presenting sign. The virus is a member of the paramyxovirus group, which also includes the parainfluenza, measles, and Newcastle disease viruses.
Explanation


1.
Meningoencephalitis can precede parotitis and occasionally can occur even in the absence of Parotitis.


2.
Salivary gland involvement is NOT limited to the parotids. Submandibular and submaxillary glands are also involved

3.
The patient is infectious 7 days prior to and 9 days after clinical parotid or salivary gland enlargement.


4.
Mumps orchitis may rarely leads to infertility.

Comments

Treatment of parotitis is entirely symptomatic. Bed rest should be guided by the patient's needs, but no statistical evidence indicates that it prevents complications. The diet should be adjusted to the patient's ability to chew. Orchitis should be treated with local support and bed rest. Mumps arthritis may respond to a 2-wk course of corticosteroids or a nonsteroidal anti-inflammatory agent. Salicylates do not appear to be effective.

Tips

Active immunization is carried with the Jeryl Lynn Strain of the virus.
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A child is below the third percentile for height.  His growth velocity is normal, but chronologic age is more than skeletal age. The most likely diagnosis is:


1.
Constitutional delay in growth.


2.
Genetic short stature.


3.
Primordial dwarfism.


4.
Hypopituitarism.

Answer


1.
Constitutional delay in growth.

Reference:

OP Ghai 6th Edition Page 50
Quality
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Status
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QTDF
Ghai

Discussion

Constitutional growth delay is one of the variants of normal growth commonly encountered by the pediatrician. Length and weight measurements of affected children are normal at birth, and growth is normal for the first 4-12 mo of life. Growth then decelerates to near or below the 3rd percentile for height and weight. By 2-3 yr of age, growth resumes at a normal rate of 5 cm/yr or more. Studies of GH secretion and other studies are within normal limits. Bone age is closer to height age than to chronological age. Detailed questioning often reveals other family members (frequently one or both parents) with histories of short stature in childhood, delayed puberty, and eventual normal stature. The prognosis for these children to achieve normal adult height is good. Boys with unusual degrees of delayed puberty may benefit from a short course of testosterone therapy to hasten puberty after 14 yr of age. The cause of this variant of normal growth is thought to be persistence of the relatively hypogonadotropic state of childhood. Explanation

The key points to be noted are

1. Normal Growth Velocity

2. Chronological age more than skeletal age

Comments

In constitutional growth delay, weight and height decrease near the end of infancy, parallel the norm through middle childhood, and accelerate toward the end of adolescence. Adult size is normal.

Tips

Constitutional growth delay can be differentiated from genetic short stature by the level of skeletal maturation, which is consistent with chronological age in the latter condition. Genetic short stature is usually found in other family members. Results of studies of hormones related to growth, however, are normal.
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Drug induced lupus can be identified by


1.
Anti-histone antibodies.


2.
Double stranded DNA antibodies.


3.
Antinuclear antibodies.


4.
Anti-SM antibodies.

Answer


1.
Anti-histone antibodies.

Reference:

Robbins 7th Edition Page 229
Quality

Reader

Status

Repeat

QTDF
Robbins
Discussion

Refer to the table given along with Question 81 in this book (AIPG 2006 Paper)
Explanation

	Nature of Antigen 
	Antibody system
	Most common association
	Other Common Diseases

	Histones
	Antihistone
	· Drug Induced Lupus Erythematosus
	· SLE


Comments

· Several drugs can cause a syndrome resembling SLE, including 
· procainamide, 
· hydralazine, 
· Acebutolol

· Asparaginase

· Barbiturates

· Bleomycin

· Cephalosporins

· Hydralazine

· Iodides

· Isoniazid

· Methyldopa

· Minocycline

· Phenolphthalein

· Phenytoin

· Quinidine

· Sulfonamides

· Thiouracil

· chlorpromazine, 
· D-penicillamine, 
· practolol, 
· interferon alpha, and 
· possibly hydantoin, ethosuximide, and oral contraceptives. 
· The syndrome is rare with all but procainamide, the most frequent offender, and hydralazine. 
· There is genetic predisposition to drug-induced lupus, partly determined by drug acetylation rates. Procainamide induces ANA in 50 to 75% of individuals within a few months; hydralazine induces ANA in 25 to 30%. Between 10 and 20% of ANA-positive individuals develop lupus-like symptoms. Most common are systemic complaints and arthralgias; polyarthritis and pleuropericarditis occur in 25 to 50%. 
· Renal and CNS involvement are rare. 
· All patients have ANA and most have antibodies to histones. Antibodies to dsDNA and hypocomplementemia are rare a helpful point in distinguishing drug-induced from idiopathic lupus. 
· Anemia, leukopenia, LA, aCL, thrombocytopenia, cryoglobulins, rheumatoid factors, false-positive VDRL, and positive direct Coombs' tests can occur. 
Tips

· The initial therapeutic approach is withdrawal of the offending drug; most patients improve in a few weeks. If symptoms are severe, a short course (2 to 10 weeks) of glucocorticoids is indicated. Symptoms rarely persist more than 6 months; ANA may persist for years. Most lupus-inducing drugs can be used safely in patients with idiopathic SLE.
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The process underlying differences in expression of a gene, according to which parent has transmitted, is called:


1.
Anticipation


2.
Mosaicism


3.
Non-penetrance


4.
Genomic imprinting.

Answer


4.
Genomic imprinting.

Reference:

Robbins 7th Edition Page 186
Quality
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Status

Repeat

QTDF
Robbins
Discussion

Genomic imprinting is the phenomenon whereby a small subset of all the genes in our genome are expressed according to their parent of origin. Some imprinted genes are expressed from a maternally inherited chromosome and silenced on the paternal chromosome; while other imprinted genes show the opposite expression pattern and are only expressed from a paternally inherited chromosome. Contrary to expectation, 'imprints' can act as a silencer or an activator for imprinted genes.

Normally, a healthy child inherits two sets of chromosomes, one from the mother and one from the father. A living child (this applies to all mammals) cannot be produced when both sets of chromosomes come from the same parent because imprinted gene expression will be unbalanced. Because of the way imprints work, a fetus that has two maternal sets of chromosomes will have twice the normal level of some imprinted genes, and completely lack expression of other imprinted genes. No naturally occurring cases of parthenogenesis exist in mammals because of imprinted genes. Experimental manipulation of a paternal methylation imprint controlling the Igf2 gene has, however, recently allowed the creation of rare individual mice with two maternal sets of chromosomes - but this is not a true parthenogenote.

A process known as reprogramming occurs in the parent female or male when the egg or sperm is maturing. In many instances this is achieved through methylation of the DNA of genes or regulatory sequences, which results in the gene not being expressed. In other instances, phosphorylation or other chemical modification of histone proteins appears to lead to silencing.
Explanation

Several genetic diseases that map to 15q13 (locus 3 of section 1 of the long arm of chromosome 15) in humans are due to abnormal imprinting. The Prader-Willi syndrome is due to 2 copies of the chromosome 15 being inherited from the mother, and the locus is imprinted; the Angelman syndrome gene is due to 2 copies of the chromosome 15 inherited from the father and the locus is similarly imprinted. Thus, someone who inherits both chromosomes 15 from one parent (called uniparental disomy) has Prader-Willi or Angelman syndrome, depending on which parent they come from. But more common is the deletion of the region, 15q13, and when this deletion is inherited depending on from whom the affected person gets this deletion from, the disease varies, if it's the mother who transfers the deletion then the child will have Angelman syndrome and if it's the father who gives the deletion then the child will get Prader-Willi syndrome.
Comments

Imprinting is known to cause problems in cloning, with clones having DNA that is not methylated in the right places. Some scientists think this is due to there not being enough time for reprogramming to be properly achieved. When a nucleus is added to an egg during somatic cell nuclear transfer, the egg starts dividing in minutes, as compared to the days or months it takes for reprogramming during embryonic development. If time is the responsible factor, it may be possible to delay cell division in clones, giving time for proper reprogramming to occur.
Tips

Imprinting and the related phenomenon of allelic exclusion may be more common than currently documented, as it is difficult to examine levels of mRNA expression from the maternal and paternal alleles in specific tissues or in individual cells. Genomic imprinting, or uniparental disomy, is involved in the pathogenesis of several other disorders and malignancies
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the sodium content of ReSoMal (rehydration solution for malnourished children) is:


1.
90mmol/L.


2.
60mmol/L


3.
45mmol/L


4.
30mmol/L

Answer


3.
45mmol/L

Reference:

OP Ghai 6th Edition Page 109
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Discussion

In cases of malnourished children, wherever feasible, oral rehydration should always be preferred to intravenous fluids. However, certain precautions need to be taken while prescribing ORS in severe undernourished. These children are deficient in potassium and have relatively higher sodium levels. This necessitates that the ORS solution used for them should contain less of sodium and more of potassium than the standard WHO formula. WHO recommends the use of ReSoMal (Rehydration Solution for severely Malnourished child) in such cases.
Explanation

ReSoMail has a sodium content of 45mmol/L
Comments

Of late these kinds of Questions are becoming a thorn in flesh nowadays. Initailly we had one ORS (Oral Rehydration Salt/Solution) and so we remembered the values. Then we had a ORS citrate. Then came New Formula WHO-ORS. And now we have ReSoMal. How many do you expect a student to remember

	
	Content in grams

	Component
	ORS bicarbonate
	ORS citrate
	New Formula WHO ORS
	ReSoMal

	Sodium Chloride
	3.5
	3.5
	2.6
	

	Sodium bicarbonate
	2.5
	
	
	

	Trisodium citrate dehydrate
	-
	2.9
	2.9
	

	Potassium Chloride
	1.5
	1.5
	1.5
	

	Glucose (dextrose)
	20.0
	20.0
	13.5
	

	Water
	1 litre
	1 litre
	1 litre
	

	
	
	
	
	

	
	
	
	
	

	
	
	
	
	

	
	
	
	
	


	
	Concentration in mMol/L

	Component
	ORS bicarbonate
	ORS citrate
	New Formula WHO ORS
	ReSoMal
	Standard ORS

	Sodium
	
	
	75 mM
	45
	90

	Potassium
	
	
	20 mM
	40
	20

	Chloride
	
	
	65 mM
	70
	80

	Citrate
	
	
	10 mM
	7
	10

	Glucose
	
	
	75 mM
	125
	111

	Magnesium
	
	
	
	3
	-

	Zinc
	
	
	
	0.3
	-

	Copper 
	
	
	
	0.045
	-

	
	
	
	
	
	

	Osmolarity
	
	
	245 mOsm/L
	300
	311


If there is a “-” then that constituent is not present

If the box is empty, you are free to fill that referring from a standard book !!!

Tips

Non diarrhoeal uses of ORT
1. Post surgical

2. Post burns

3. Post Trauma

4. Nutrition

5. Heat Stroke

6. Changeover from parenteral to enteral alimentation

155.
All of the following are features of prematurity  in a neonate, except:


1.
No creases on sole.


2.
Abundant lanugo.


3.
Thick ear cartilage.


4.
Empty scrotum.

Answer


3.
Thick ear cartilage.
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Discussion

The skin of the premature infant is thin and delicate and tends to be deep red; in extremely premature infants, the skin appears almost gelatinous and bleeds and bruises easily. Fine, soft, immature hair-lanugo hair-frequently covers the scalp and brow and may also cover the face in the premature infant. 
The nails are rudimentary in the very premature infant, but they may protrude beyond the fingertips in infants born past term.

Explanation

Thick ear cartilage is a sign of post maturity
Comments

Premature infants have an increased susceptibility to infection, which requires nursery personnel to wash rigorously hand to elbow before and after handling the infant, take measures to reduce contamination of food and objects coming in contact with the infant, prevent air contamination, avoid overcrowding, and limit direct and indirect contacts with themselves and other infants. No one with an infection should be permitted into the nursery.
Tips

The most important factor in the successful care of premature infants is the skill, experience, and number of the nursing staff. It is the responsibility of the physician to insist on an optimal amount of expert nursing.
156.
A normally developing 10 month old child should be able to do all of the following except :


1.
Stand alone.


2.
Play peek a boo.


3.
Pick up a pellet with thumb and index finger.


4.
Build a tower of 3-4 cubes.

Answer


4.
Build a tower of 3-4 cubes.
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	Developmental Milestones in the First 2 Yr of Life - Average Age of Attainment in months

	Milestones
	
	Developmental Implications

	Gross Motor Milestones
	 
	

	Head steady in sitting
	 2.0
	Allows more visual interaction

	Pull to sit, no head lag
	 3.0
	Muscle tone

	Hands together in midline
	 3.0
	Self–discovery

	Asymmetric tonic neck reflex gone
	 4.0
	Child can inspect hands in midline

	Sits without support
	 6.0
	Increasing exploration

	Rolls back to stomach
	 6.5
	Truncal flexion, risk of falls

	Walks alone
	12.0
	Exploration, control of proximity to parents

	Runs
	16.0
	Supervision more difficult

	Fine Motor Milestones
	 
	

	Grasps rattle
	 3.5
	Object use

	Reaches for objects
	 4.0
	Visuomotor coordination

	Palmar grasp gone
	 4.0
	Voluntary release

	Transfers object hand to hand
	 5.5
	Comparison of objects

	Thumb–finger grasp
	 8.0
	Able to explore small objects

	Turns pages of book
	12.0
	Increasing autonomy during book time

	Scribbles
	13.0
	Visuomotor coordination

	Builds tower of two cubes
	15.0
	Uses objects in combination

	Builds tower of six cubes
	22.0
	Requires visual, gross, and fine motor coordination

	Communication and Language
	 
	

	Smiles in response to face, voice
	 1.5
	Child more active social participant

	Monosyllabic babble
	 6.0
	Experimentation with sound, tactile sense

	Inhibits to "no"
	 7.0
	Response to tone (nonverbal)

	Follows one–step command with gesture
	 7.0
	Nonverbal communication

	Follows one–step command without    gesture (e.g., "Give it to me")
	10.0
	Verbal receptive language

	
	
	

	Speaks first real word
	12.0
	Beginning of labeling

	Speaks 4-6 words
	15.0
	Acquisition of object and personal names

	Speaks 10–15 words
	18.0
	Acquisition of object and personal names

	Speaks two–word sentences (e.g.,"Mommy shoe")
	19.0
	Beginning grammaticization, corresponds with 50+ word vocabulary

	Cognitive Milestones
	 
	

	Stares momentarily at spot where  object disappeared (e.g., yarn ball dropped)
	 2.0
	Lack of object permanence (out of sight, out of mind)

	Stares at own hand
	 4.0
	Self–discovery, cause and effect

	Bangs two cubes
	 8.0
	Active comparison of objects

	Uncovers toy (after seeing it hidden)
	 8.0
	Object permanence

	Egocentric pretend play (e.g., pretends to drink from cup)
	12.0
	Beginning symbolic thought

	
	
	

	Uses stick to reach toy
	17.0
	Able to link actions to solve problems

	Pretend play with doll (gives doll bottle)
	17.0
	Symbolic thought


Explanation

The child can make a tower of 2 cubes by 12 to 20 months and a tower of 4 cubes by 16 to 24 months
Comments

· Some primitive reflexes, such as the snout or rooting reflex, reappear 
· During old age or with 
· Specific degenerative diseases involving the cerebral cortex. 
Tips

· The Moro reflex is 
· Procedure 
· Placing the infant in a semi-upright position. 
· The head is momentarily allowed to fall backward with immediate resupport by the examiner's hand. 
· Response

· Symmetrically abduction and extension of the arms, 
· Flexion of  the thumbs, 
· Followed by flexion and adduction of the upper extremities. 
· An asymmetric response 
· Fractured clavicle, 
· Brachial plexus injury, 
· Hemiparesis. 
· Absence 
· Significant dysfunction of the CNS. 
· The grasp response is 
· Procedure 
· Placing a finger or object in the open palm of each hand. 
· The normal infant 
· will grasp the object 
· with attempted removal ( the grip is reinforced. 
· The tonic neck reflex 
· Procedure

· Manually turning the head to one side while supine. 
· Response

· Extension of the arm occurs on that side of the body corresponding to the direction of the face,
· Flexion develops in the contralateral extremities. 
· An obligatory tonic neck response, by which the infant remains "locked" in the fencer's position, is always abnormal and implies a disorder of the CNS. 
· The parachute reflex 
· Procedure 

· Suspending the child by the trunk and by suddenly producing forward flexion as if the child were to fall. 
· Response

· The child spontaneously extends the upper extremities as a protective mechanism. 
· The parachute reflex appears before the onset of walking.
157.
The following are characteristic of autism except :

1.
Onset after 6 years of age.


2.
Repetitive behaviour.


3.
Delayed language development.


4.
Severe deficit in social interaction.

Answer


1.
Onset after 6 years of age.
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Autism is classified as a neurodevelopmental disorder that manifests itself in markedly abnormal social interaction, communication ability, patterns of interests, and patterns of behavior. Although the specific etiology of autism is unknown, many researchers suspect that autism results from genetically mediated vulnerabilities to environmental triggers.
Explanation

Infantile Autism, a psychosis develops before 30 mo of age. It is characterized by a qualitative impairment in verbal and nonverbal communication, in imaginative activity, and in reciprocal social interactions.
Comments

Among the most notable symptoms and signs are nondeveloped or poorly developed verbal and nonverbal communication skills, abnormalities in speech patterns, impaired ability to sustain a conversation, abnormal social play, lack of empathy, and an inability to make friends. Stereotypic body movements, a marked need for sameness, very narrow interests, and a preoccupation with parts of the body are also frequent. The autistic child is withdrawn and often spends hours in solitary play. Ritualistic behavior prevails, reflecting the child's need to maintain a consistent, predictable environment. Tantrum-like rages may accompany disruptions of routine. Eye contact is minimal or absent. Visual scanning of hand and finger movements, mouthing of objects, and rubbing of surfaces may indicate a heightened awareness and sensitivity to some stimuli, whereas diminished responses to pain and lack of startle responses to sudden loud noises reflect lowered sensitivity to other stimuli. If speech is present, echolalia, pronomial reversal, nonsense rhyming, and other idiosyncratic language forms may predominate.
Tips

Abnormal neurochemical findings have been associated with autism. Although dopamine functioning has been thought to be normal in autism, abnormalities have recently been suggested in a number of catecholamine pathways. Increased levels of serotonin have also been noted.
158.
The earliest indicator of response after starting iron in a 6- year-old girl with iron deficiency is:


1.
Increased reticulocyte count.


2.
Increased hemoglobin.


3.
Increased ferritin.


4.
Increased serum iron.

Answer


1.
Increased reticulocyte count.
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Within 72-96 hr after administration of iron to the anemic child, peripheral reticulocytosis is seen. The height of this response is inversely proportional to the severity of the anemia. Explanation

	Responses to Iron Therapy in Iron Deficiency Anemia

	Time After Iron Administration
	Response

	  12–24 hr
	Replacement of intracellular iron enzymes; subjective improvement; decreased irritability; increased appetite

	  36–48 hr
	Initial bone marrow response; erythroid hyperplasia

	  48–72 hr
	Reticulocytosis, peaking at 5–7 days

	  4–30 days
	Increase in hemoglobin level

	  1–3 mo
	Repletion of stores


Comments

Reticulocytosis is followed by a rise in the hemoglobin level, which may increase as much as 0.5 g/dL/24 hr. Iron medication should be continued for 8 wk after blood values are normal. 
Tips

Failures of iron therapy occur when the child does not receive the prescribed medication, when iron is given in a form that is poorly absorbed, or when there is continuing unrecognized blood loss, such as intestinal or pulmonary loss, or with menstrual periods. An incorrect original diagnosis of nutritional iron deficiency may be revealed by therapeutic failure of iron medication.

159.
A 1 month old boy is referred for failure to thrive.  On examination, he shows features of congestive failure.  The femoral pulses are feeble as compared to branchial pulses.  The most likely clinical diagnosis is :


1.
Congenital aortic stenosis.


2.
Coarctation of aorta.


3.
Patent ductus arteriosus.


4.
Congenital aortoiliac disease.

Answer


2.
Coarctation of aorta.
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Constrictions of the aorta of varying degrees may occur at any point from the transverse arch to the iliac bifurcation, but 98% occur just below the origin of the left subclavian artery at the origin of the ductus arteriosus (juxtaductal coarctation). The anomaly occurs twice as often in males as in females. Coarctation of the aorta may be a feature of Turner (XO) syndrome (see Chapter 538) and is associated with bicuspid aortic valve in over 70% of patients. Mitral valve abnormalities, for example, a supravalvar mitral ring or parachute mitral valve, and subaortic stenosis are not uncommon associated lesions. When this group of left-sided obstructive lesions occurs together, they are referred to as Shone complex.
Explanation

The classic sign of coarctation of the aorta is a disparity in pulsations and blood pressures of the arms and legs. The femoral, popliteal, posterior tibial, and dorsalis pedis pulses are weak (or absent in 40% of patients), in contrast to the bounding pulses of the arms and carotid vessels. The radial and femoral pulses should always be palpated simultaneously for the presence of a radial-femoral delay. Normally, the femoral pulse occurs slightly before the radial pulse. A radial-femoral delay occurs when blood flow to the descending aorta is dependent on collaterals; thus the femoral pulse will be felt after the radial pulse. In normal persons the systolic blood pressure in the legs obtained by the cuff method is 10{endash}–20 mm Hg higher than that in the arms. In coarctation of the aorta the blood pressure in the legs is lower than that in the arms; frequently, it is difficult to obtain. This differential in blood pressures is common in patients with coarctation over 1 yr of age, about 90% of whom have systolic hypertension in an upper extremity greater than the 95th percentile for age. It is very important to determine the blood pressure in each arm; a pressure higher in the right arm than the left suggests involvement of the left subclavian artery in the area of coarctation. Occasionally, the right subclavian may arise anomalously from below the area of coarctation, resulting in a left arm pressure higher than the right. With exercise, there is a more prominent rise of systemic blood pressure and the upper-to-lower extremity pressure gradient will increase.
Comments

All the books describe about PDA and Congenital Aortic Stenosis and in both cases there will be no difference between the femoral pulses and brachial pulses
Tips

In neonates with severe coarctation of the aorta, closure of the ductus often results in hypoperfusion, acidosis, and rapid deterioration. These patients should be started on an infusion of prostaglandin E1 in an attempt to reopen the ductus and re-establish adequate lower extremity blood flow. Once a diagnosis has been confirmed and the patient stabilized hemodynamically, surgical repair should be performed.
